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Pestome
B cmambe onucaH cnyyall KnuHu4eckoz2o HabnodeHus pebeHka nepgoeo eoda XU3sHU ¢ pedkol 8poxdeHHol hamo-
noeueli cepdua - CUHOPOMOM 2unonnasuu NPagozo xesydoyka.

TpKbIPbIM
ILUTEH BITKEH XXYPEK AKAYbI. OH XXAK KAPbBIHLIAHbBIH MIONNA31ACbl CUHOPOMbI
Maxanada cupek kesdecemiH xypekmiy iwimeH 6imKeH axaybl- Oy Xax kapblHWaHbly 2UNonNnasusicbi CUHAPOMbIMEH
aybipeaH bip xacka OeliiHel 6anaHbiy KNUHUKasbIk bakbinay xazdallbl cunammarnsaH.

Summary
CONGENITAL HEART DEFECT. HYPOPLASIA SYNDROME OF THE RIGHT VENTRICLE
This article describes a case of clinical observation of the child (his first year of life) with a rare congenital heart disease -

hypoplasia syndrome of the right ventricle.

CvHOpOM  rMMONMMasuKM NpaBoro Xemygodka — 370
BPOXOEHHBIN MOpoK cepaua. [lopok xapakTepusyertcs
YMEHbLUEHNEM BHYTPEHHE NONOCTY NPaBOro XKenyaouka.
OTOMY MOXET CnocobCTBOBATb HEAOPA3BUTHE NPUTOYHOMO
UMM MbILIEYHOrO OTAENOB Xenyaodka. WHorga runonna-
3151 MPABOrO Xeryaoyka pa3BmBaeTcs BCeLCTBUE Bbipa-
JKEHHOro yeenuyeHua B obbeme MbILWLbl MbILLIEYHOro
oTgena xenygoyka. MsonuposaHHas runonnasus npasoro
Xenyfouka — OveHb pegkoe 3abonesaHue. B mupoBoi
nuTepaTtype OnMCaHo BCEro nuwb 29 HabnogeHuit u3o-
NMPOBAHHOWM  TMMONMasuM  NpaBbiX OTAENOB  cepaLa.
(Bharati S., McAlister M., 2007).

AHTeHaTanbHO natonorus 0bbIYHO He COMpPOBOX4aeT-
CS reMOLMHAMUYECKMI HapyLLeHusMU. T1ocne poXaeHus
TUNONmasus NpaBoro Xenyaouka kak akTop, Bo3pei-
CTBYIOLIMIA HA TEMOAMHAMMKY, MPOSIBMSETCA MNUWb Npu
YMEHbLLEHUM ero pasmepa M KOHEYHO-LMacTONMYeCcKoro
obbema Bonee yem Ha 20% ot gomxHoro (bypakoBckuii
B.W. u coaBt. 1989). OcHOBY HapyLLEeHWI reMOANHAMMKM
npu CUHOPOME TMMOMNasnK NPaBoro KeNnyAaoyka cocTas-
NAeT yMeHbLUEHWe KOHEYHO-AMacTonnyeckoro obbema
MpaBoro Xenygoyka U COnpoTMBIIEHWE MOTOKY KPOBW Ye-
pes  [WMonMnasupoBaHHOE  MpaBoe  NpeacepaHo-
XEIYA0YKOBOE OTBEPCTME. ITO MPUBOAMT K YBENUYEHUIO
KOHEYHO-AMACTONMYECKOTO JaBNeHUs MpaBoro Xemnygou-
ka, AaBEHWS B MPaBOM NPeacepauy M BO3HUKHOBEHWIO
BEHO3HO-apTepuanbHoro cbpoca KpoBu 4vepes Aedekt
MeXnpeacepaHon neperopoaki. Kposb, nputekatowias ot
BEH BCEro Tena, He yCreBaeT nepekaunBaThbCAd YMeEHb-
LWEHHBIM XENyJo4YkOM, CO30aeTCs Mneperpy3ka npaBoro
npeacepams. Takum 0bpa3om, BeHO3HAs KPOBb 3 MpaBbiX
OTHenoB cepaua nonagaeT B BonbLUOR Kpyr kpoBoobpa-
WweHns. B peTckom Bo3pacTe COCTOSHWE MOXET ObiTb
KOMMEHCMPOBAHHBIM, HO C TEYEHWEM BPEMEHU MpaBblil
Xenygodek Bce bonee otctaeT B pocte. [laBneHue B HEM
yBenmumBaetcs. Bce Gonblue 6egHon kucrmopogom Be-
HO3HOW KpoBM monagaet B GonbLlon Kpyr kpoBoobpalle-
HWa, B apTepuu. MMostomy y naumeHToB k 13-15 rogam
BO3HMKaeT LuaHo3 — ronybosaTas umm CUHIOLLHAs OKpac-
ka KOXM, KoHe4yHocTel. [Mpu BbIpaXeHHOM CTeneHn runo-
niasvm NpaBoro Xenyaoudka y rpyaHbIX AeTei nosBnseTcs
LUMaHO3, OdblliKa M Pa3BMBAETCS 3aCTOWHAs CeppevHas
HEJOCTaTO4HOCTb, YTO YaCTO ABMSETCA MPUYMHON rbenm
Jeten go 1 roga.
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MpeactaBnsemM cnyyat CcMHAPOMA rMNONNasuu
NpaBoro Xenygouka y pe6eHka nepBoro roga xusHu.

Oanvn M., 4 mecsua nocTynun B OTAENEHWE peaHu-
Maumu 1 uHTeHcuBHOM Tepanum YUMK «Benepa» r. Ce-
meit BocTouHo-KasaxcTaHckoi obnactu B KpaiHe Tsxe-
NOM COCTOSIHUM C MpU3HAKaMW KIMHUYECKON CMepTH, C
OCTaHOBKOW CepAaLa W AblxaHus.

Mpu n3yyeHun aHamHe3a XM3HW 1 3abonesaHuns BbIno
yCTaHOBIMEHO, YTO pebeHok poauncs ot | 6epemeHHoCTH,
OT NepBbIX CPOYHbIX POAOB. BepemeHHOCTL npoTekana Ha
choHe npeaknamncuu, 3ytupeosa | crenenn, HL no kap-
anansHomy Tuny, OP3. Popgbl B 39 Hegenb. Bec pebeHka
npu poxaeHun 3200 r, poct — 51 cm. OueHka no wkane
Anrap 7 — 8 6annos. MpexneBpeMeHHOe U3UTME OKOIO-
nnogHbix Bog. COCTOSHWE Npu pOXOEHWW YOOBNEeTBOpU-
TenbHoe. Ha cneayowui AeHb nocne KOpMIeHnst cocTo-
SHWe pebeHKa Pesko YXyALLMNOCh: MOSBUICS LMaHO3 KOX-
HbIX MOKPOBOB, NEHWUCTOE OTAENAEMOE 130 PTa, CTOHYLLEe
ObixaHne. PebeHOK nepeBeaeH B OTAENeHWe naTonorum
HOBOPOXAEHHbIX, TAEe emy NpoBedeHo obcriefoBaHue 1
BbicTaBneH pauarHo3: BIC. Tertpaga ®anno, MMUHC,
CMELLaHHOM 3TWUOMOTUM, CUHOPOM MOBbILLEHHON HEWpo-
pedhnekTopHON BO3GyammocTi. B Bo3pacte 3-x Mecsiues
pebeHoK BHOBb MOCTYNAET Ha CTaLMOHApHOe IeYeHne ¢
anarHosom: octpbin OpoHxut. BIC. Tetpaga ®anno.
MMNUHC cmewwanHon 3aTuonoruuy, LepebpoCcTeHunyeckuit
CMHAPOM, CMHAPOM ABUraTenbHbiX paccTponcTs. Obuiee
COCTOSIHME MPM NOCTYNAEHUN TSHXenoe 3a cHeT JOHOBOMO
3abonesanus. Mpn kawne, GU3MYECKOA Harpyske oTme-
yancs obwmin akpounaHos. Crmauctbie ¢ (PUONETOBLIM
OTTEHKOM. HanpsixeHue KpblibeB Hoca. B nerkux xecrtkoe
ObixaHue, Cyxue xpunbl. [1py NepKyccumn NeroyHbIi 3ByK C
KOpOOOYHbIM OTTEHKOM. TOHbI Cepfua MpUriyLIeHs!, He-
rpyObI CUCTONMMYECKUIA LYM C 3MULEHTPOM BO 2 — 3 MEX-
pebepbe cneea. [paHuubl cepaua — npaBas Ha 2 CM
KHapyXu OT MpaBOro Kpast rPYaNHbI, BEPXHSS - HA YPOBHE
2 pebpa, neBast — Ha 3 CM KHapyXw OT CPEAHEKITIOYUYHON
nHUN. XKnBOT 0ObIYHOM (hOPMbI, MSIrKMI, NEYEHD BICTY-
naeT u3 — nop kpast pebepHoit ayr Ha 3,5 cm. Ha KT -
cuHycosasi Taxukapgus. YCC 142 yo/MuH, OTKIOHeHue
O0C BnpaBo, MOBLILEHNE 3MEKTPUYECKOA AKTUBHOCTM
npasoro xenyaodka, rmneptpodms. IXO KI — BI1C. OAIN.
AneBpeTuyeckoe BbibyxaHue M. Tuneptpodus MXKIT.
Ha 7- geHb B cTaumoHape coctosiHue pebeHka yxyawa-
eTcsi, nosiBuncs GpoHxocnaam, B CBSA3W € Yem Bbin nepe-
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BeaeH B OPUT, roe nposeaeHa okcureHoTepanust. ocne
COOTBETCTBYIOLIEro JlIeYeHUss CaMovyBCTBME pebeHka
YNYYLIMIOCh, M OH BbIMUCAH AOMOI C pekoMeHZaunen Ha
KoHcynbTauuio kapauoxupypra HAW um. MewwankuHa ans
YTOuHeHus guarHosa. Cnycrs 15 gHel nocne BbINUCKU U3
CTauuoHapa pebeHoK BHOBb MOCTyMaeT B CTalMOHap B
BbILUEN3NIOXKEHHOM COCTOSIHWMW, T.e. KpalHe TSKEeNoM Co-
CTOSHUW C NpWU3HAKaMi  KNWHUYEeCKon cmepTh. Manbuumk
cpasy rocnutanuaupoean B OPUT. Mocne crabunusaumm
o0LWero COCTOSIHMS M TEeMOAMHAMUYECKUX HapyLIEHWM
pebeHok HanpaeneH B HAW um. MewankuHa r. Hosocu-
Oupcka Lns pelueHns Bonpoca 06 onepaTyBHOM NeYeHNN.

W3 paHHbIX BbINMCKM UCTOpPUM GonesHu peGeHoOk
noctynaet B OTAENeHWe B TUMOKCMYECKOM CTaTyce, C
TeHaeHumel k 6pagukapLum, TMNOTOHUN.

St. Praesens: PocT: 57 cm, Bec: 5,6 kr, Temnepatypa:
36,6 C, YOd: 80 B MuH., YCC: 95 B MuH., Mynbe: 95
ya./MuH., Oeduuut nyneca: 0 ya./MuH. Al — npasas pyka:
85/ Mm.pT.cT. COCTOSIHME MK MOCTYNIEHNN KPUTUHECKOE,
TUMOKCEMUYECKUA cTaTyc. Banbii, kpuk cnabbin. Barnsg
He dukeupyet. lutaHne noHwkeHHoe. [uctpodms no
Tuny runotpocgms Il ct. Hocosoe fpixaHue cBobogHoe.
KoxXHble MOKPOBbI MOHKEHHON BRAXHOCTW, AWUPEY3HO
UMaAHOTUYHble. Typrop KoXu CHeH. Hortu umaHoTWu-
Hble. Popma HorTen — npasunbHas. Bugumble cnusnctble
— UMaHoTUYHble. TTOAKOXHO — KMpOBasi KneTyaTka passu-
Ta cnabo. OTekoB, NMacTo3HOCTW HeT. JlumdaTudeckne
Y3fibl — He CnasiHHble C KOXel, He yBenunyeHbl. KoctHas
cucTEMA He M3MeHeHa. TOHYC MbllL, coxpaHeH. Cuctema
OpraHoB AblxaHus: ofblwka go 80, ¢ yyacTuem Bcromora-
TENbHON Myckynatypbl. [pyaoHast KneTka npaBWibHON
(bopMmbl, paBHOMEPHO Y4acTBYET B akTe AbixaHus. B ner-
KWX OblXaHue BU3MKYNspHOe, MPOBOAUTCS NO BCEM MOMAM,
XPUNOB HET, MEepKyTOPHO 3BYK JerouHbin. CepgeyHo —
cocyguctas cucrema: obnactb ceppua He W3MeHeHa.
BepxyLueyHbIn TONYOK He M3MeHeH. [JpoxaHue He onpe-
pensietcs. PUTM npaBunbHbIA. TOHbI OTYETNMBLIE, 2-11 TOH
ocnabneH Hag neroyHom aptepuen. ManowHTEHCUBHBINA
CUCTONWYECKMIA LWYM BAONb NIEBOrO Kpas rpyauHbl. LLym
konnatepanei He BbipaxeH. MMynbc Ha nyvesbix U begd-
PeHHbIX apTepusx onpeaensercs, cnaboro HanonHeHus.
Cuctema opraHoB nuweBapeHus: pebeHOK HaxoauTCa Ha
UCKyCcCTBEHHOM BckapmnueaHun. Cocet no 100 mn. Xu-
BOT B30yTblid, CUMNTOMOB pasfpaxeHus GPIOWWHbI HET.
MeyeHb +2,5. CeneseHka — nanbnupyetca kpan. Ctynm
perynsapHbIi.

MpoBegeHo obcneposanne: Y3 BIMC MIM: Ane-
BpM3Ma MexnpeacepaHon neperopogku 1,6 x 0,76 cwm.
Cbpoc 4 mm. [uameTp TpukycnugansHoro knanaHa 0,6
CM, CaMm KrnanaH runonsasvposaH. Mpasbin xenygouek 1,0
x 1,58 cm. N = 1,58 cm. JOK: KOP 2,36 cm. KCP 1,38 cm.
KOO 19 mn. KCO 4,4 mn. YO - 14,6 mn. ®B 78%. oY
43%. TonwwmHa muokapga 0,5 cm. MXI: nepumem-
OpaHosHbin gedekt 0,8 CM, MHOXECTBEHHblE LiENEeBNa-
Hble MbllevHble aedekTbl. AopTa Bocxod. otaen = 1,41
cM, Hucxoa. otaen 0,9 cm. JlerouHas aptepus ¢.k. = 0,6
cm, ctBon JIA = 0,7 cm. MNA = 0,45 cm, JTNA = 0,44 cwm.

3aknoyeHne: CMHOPOM TMMONMA3MM NPaBoro XKeIny-
pouka: runonnaaus nonoctu MK (1,58 x 1,0 cm); runonna-
3ust ubPO3HOro Kombla TpUKycnuaansHoro knanaya (0,6
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CM), CTBOPOK W xopganeHoro annapata TK. MHoxeCTBeH-
Hble [JedekTbl MeXKenyaoukoBon neperopofku. AHe-
BpuamMa MexnpegcepaHon neperopogku. 000. Atpesus
knanaHa nerouHoit aptepuun. OAT. YanuHeHue xopg MuT-
panbHOro Knanawa.

Rg- vccnepoBaHWe: NEroyHbIA COCYAUCTLIA PUCYHOK
pecopmupoBaH, obefHeH. Jlerkue nOBbIWEHHOA npo-
3payHocTu. MarucTtpanbHble pas3seTeneHust JIA He npo-
cmatpuBatotcsi. CepALe: Bepxyluka 3akpyrneHa, npunoa-
HaTa Hap auadparmoit. CIIK — 50%. Cnpasa yeenuyeHa
obnactb 2-i gyru, NPUNOJHSAT aTpuo — Ba3anbHbIA Yron.
3HaunTenbHO paclumMpeHo npaBoe Npeacepame.

Cpa3sy nposefeHa onepauus: aTpuocenToToMust (npo-
uenypa PawkuHga). HanoxeHue npaBOCTOPOHHEro noj-
KMOYMYHO — NErOYHOr0 aHacToMo3a NpoTe3oM op — Teke
No4.

MocrneonepawyoHHbI Nepuog NpoTekarn ¢ ABNeHNIMU
CEPAEYHO — NEroYHoi HemoCTaTouHOCTH, BEe3 OCnoXHe-
HWiA. MpoBoaunack KapaMOTOHUYECKas Tepanus, aHTbak-
TepuanbHas Tepanusi, kapguomeTtabonuyeckas Tepanus,
VMMYHOCTUMYNMpYIOLL@s Tepanusi, CUMNTOMaTUyeckas
Tepanus, WHQY3UOHHO — TpaHcdysnoHHas Tepanus. [lo-
CNeonepaLyOHHbIE LUBbI CHSATLI.

CocCTosiHMe npw BbINUCKE: CPeLHEN CTENeHU TAXeCTH,
CaMOYyBCTBME CTpadaeT Mano. [MepkyTOpHO 3BYK Neroy-
Hblil, ayCKYNMbTaTMBHO [AblXaHWe BE3WKYNSAPHOE, XPWMoB
HeT. YOO — 50 B mMuH. TOHbI Cepaua OTYETNMBbIE, PUTM
npaBWnbHbIA, WyM aHactomo3a cnpasa. YCC - 120 B
MUH. YKMBOT MsIrkui, npu nanbnauum 6e360Me3HEHHbIN.
MeyeHb +3 cm M3 — nog kpas pebepHon ayru. [duypes
[OCTaTOYHbIN NPY YMEPEHHON CTUMYNSLAN,

[laHHoe KnuHuYeckoe HabnwgeHne npeacTaBnsaeT uH-
Tepec B CBA3WN PeOKOCTbI0 3aboneBaHuss, M kak cnep-
CTBME, HELOCTAaTOMHOM WH(OPMUPOBAHHOCTLID Bpaveil
3TON NaTOMNOrMeN.

Taknm 06pa3oM, ONMWUCaHHBIN KMMHUYECKUA CITyvail
NpeacTaBnsieT HECOMHEHHBIN UHTEPeC Ans NpaKkTUYeCcKMX
Bpayeil 1 Bpaven (yHKUMOHANBHON ANArHOCTUKM C LiENbio
YCTAQHOBMEHNS1 MPABWUMBHOTO [AMarHo3a M AanbHemLen
TaKTWKW BeAeHus NogobHbIX NaLMeHTOB.
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