AHOMAJIMU PACIIOJIOKEHUSA OPTAHOB I'PYIHOU U

BPIOIITHOMU ITOJIOCTEHU B PECIOYEBJUKE BEJAPYCH
JlazapeBuu A.A.

PecnyOnMKaHCKHI HAYYHO-TIPAKTUYCCKHUU LEeHTp “Martb u qutsa’’, MUHCK, benapych

B 3303” ue Ta6auna 1 — Knuauueckue mMposiBJIeHUs1 Y MalMeHTOB ¢ SItus Inversus totalis
Situs inversus totalis, (B Tom uncse incompletus) 28 (3)
AHOM&HI/II/I paCHOHO)KeHI/IH OpraHOB I/I COCYHOB CooTHOIIIEHME I10JIOB (M:)K) 21
TPYIHOM H  OpPIOIIHOKW MOJOCTEH  SBIISIOTCSA JKMBOPO:KIeHHbIe, 13 HUX YMep.IH 21 (1) (75%)
BPOKICHH ol MATOJIOTUEH " COCTABIISIOT IIpepbiBanue MO reHeTHYECKUM MOKA3AHUSIM 7 (25%)
BIIC, B TOM umncJie: 12 (43%)
COBOKYIIHOCTbD CCPACHHLIX, COC-YJII/ICljBIX 151 T e ST 9 (75%)
BUCHCPAJIbHBIX AHOMAJIUH. HpI/I SITUS INVversus IIpaBasi gyra aopThl 8 (66,6%0)
totalis mpomcxomur momMHAsS HWHBEpPCHS BCEX TMC HeKoppHIHPOBaHHAs 2 (1)
7 7 1
BHYTPSHHUX OpPraHOB CIIpaBa HAaJEBO, BKJIIOYas QDU aPTEDHANLIE crmo
o JIBOIiHOE OTXOK/IeHNe MATUCTPAJBLHBIX COCY/A0B OT MPABOI0 2 (1)
HCKCTPOKAPAHNIO. KOFI[EI cepanc oCTtacTCia B CBOCH xeaynouka (JIOMC or IT9K)
HOpMaHBHOﬁ [IO3UIIMH CJIEBA, DTO EIIE ooJee AcruieHust/ oM CILUIeHUsA/HOPMa/HeT TaHHBIX 4/3/13/8
b
- - BIIP nouek 1
pPCAKOC COCTOAHHUC, U3BCCTHOC KdK SItUS INVersus [IpH3HAKN MepBHHTHOI WHTHAPHOH AHCKMHE3 N 10 (50% )

Incompletus. Situs ambigus, wumm CcHUHAPOM
T€TEPOTAKCUU — 3TO YABOCHHOE PaCIOJI0KEHUE,
IIPEACTABIISIET COOOM COCTOSIHME, MPH KOTOPOM

IIpuznaky nepBuuHOor numiadapHo auckuHesuu (I11[J1) nHaOmromannce y 50%
KUBopokaeHHBIX. Y 100% mamuentoB ¢ IILIJ] ormedanace paHHS
MaHH(peCTaAUsd CUMIITOMOB TOTAJIBHOIO MOPAKECHHUS PECIHUPATOPHOM CHUCTEMBI

HAOJTrOMaeTCA 00 BOCHHAaMA
a YA CUHYCUTBI, OpPOHXWUTHI, ITHEBMOHUU 4 (40%) mamMeHTOB B aHAMHE3E
9 ) )
IIPAaBOCTOPOHHOCTh, JIUOO JIEBOCTOPOHHOCTh. K
~ areleKTasbl, OpOHXO0’KTa3bl, MHEBMO(MHOPO3, B 1 HAOIIOACHUH MOPOBOAWIIACH
reTepOTaKCUU OTHOCST JIeBONPEACEPIHbIN

OMI003KTOMHUS. YTpaTa 340POBbI 3 CTCICHM YCTAHOBJICHA y 2 MAllMCHTOB.
Buemarounas (TpyOHas) O€peMEHHOCTh HaOd0madach B 2 CilIydasx, MYKCKOE
OecIuioare — B 2 HAOJIIOAECHUSIX.

(JIeBBI) W OpaBoOpeAcepAHbIM  (IpaBbIi)
mzomepusmbl.  ConyrcrByromue  BIIC  npu
TETEPOTAKCUM SABIISIFOTCS TSKEIBIMH, CIIOKHBIMU,
COYETAIONIUMHU B cede MHOKECTBO
AHATOMHWYECKUX BAPHAHTOB U JUATHOCTUPYIOTCS B

Y mpobaHIOB ¢ CHMHIPOM TeTepoTakcuu (IpaBhIi M3oMepu3M) (Tabmuma 2) B
100% cnyuaeB guarHoctupoBaHbl  cinoxkHbeie BIIC (JJOMC or 1K,

60-95% cvaaes eqrnHCTBEHHBIN )xenyqoduek cepana (EJKC), TMC ¢ arpe3uen JIEro4HOro CTBOJIA

(JIC) u ABK. Bo Bcex caywasx - 2310 (QyHKmuoHansHO EJXC ¢

aTpe3uein/CTeHOo30M KparHen creneHu JIC. Xupypruueckoe BMEIIATEIbCTBO 10
Onucarb  KIMHUYECKHE  TPOABICHUS noBoay BIIC Bemonneno y 93% nereii (13/14). CmeptHOCTH cocTaBuia 61,5%
npoOaHAOB ¢ aHOMAJIHSMH PaCIOIOKCHUS (8/13). YTpara 3q0poBes 1-2 crenenu ycranosiieHa y 100% (6/6) nanumeHToB.
OpPTraHOB M COCYJOB TIPYOJHOH H OpPIOIIHOU Taonuna 2— KiinHu4yecKkue nNposiBJIeHus Y NPpo0AHI0B ¢ CHHAPOMOM
OJIOCTEM. rereporakcuu (mpaBblii H30MEPHU3M)

0 CHvHIPOM reTepoTakCHy MPABbIA U30MEPHU3M 50
Memoowl u mamepuaiol G
KuBOpOkKIEeHHbIE , U3 HUX YMEPJIH 14 (28%), 8 (57%)
O0nexToM UCCICIOBAHMA ABUJINCD 120 M/A no reHeTHYECKUM MOKA3aHUSAM 36 (72%)
npoOaHI0B aHOMAJIMSIMM PACHOJI0KEHHUS OPraHOB JlexeTpoKapus 17 (34%)
M COCY/IOB I'PYIHOM K OPIOLIHOM ITOJIOCTEH. BIIC 50 (100%)
B c JIyyae 3aBepILIECHHUS 6ep eMEHHOCTH DPOIaMHU JOMC u3 IIK co creno3om/aTpesueii JIC, ABK 22 (44%)
5
Ha yTamne KIIMHUYE CKOI AUArHOCTHKH B TOM YHCJIE W3 HUX MPaBas 1yra aopThl 11(50%0)
/ 6 EJKC co crenozom/aTpesneii JIC 12 (24%0)
[MAllUEHThI/CEMbU 00CJIEIOBaHbI C TVC o axpeaneit JIC 10 (20%)
HUCIIOJIB30BAHHUCM CHHHpOMOHOFI/IquKOFO, B TOM uncJe ¢ ABK 3 (37,5%)
TCHEAJOTMYECKOro METOoA0B. KCroab30BaIUCH BBIIB/A/IIB/nepepsis HITB 9 (18%0)/7(14%)/4 (8%0)
IOCTHATAIBHOE YIBTPA3BYKOBOE HCCIIECIOBAHHE Acmienusi/mojMcruieHust/ HopMa 40 (80%)/5 (10%0)/5 (109%0)
’ BIIP nouek 4 (8%) (rameroodpa3Has, areHe3usl, KHCTO3HAasI TUCILIA3HSA)

MarHUTHO-PE€30HAHCHAsI TOMOTpadusi OpPraHoB M

cucteM. B cimydae 3aBepumieHHs OEPEMEHHOCTH Y poGaH0B C CHHIPOM TeTEPOTAKCHHU (BBl m3oMepusm) (Tabmuma 3) BIIC

HPCPLIBAHUCM 1o MCIHKO-TCHCTHHCCKUM  nparpoctupoBanbl B 96% ciydaeB. B GompmmacTBe cinydaee — ABK, creno3
HOKasaHWAM — BCC  IUIOABL — HMOABCPIAINACEL — AofJIc, mepepblB HUKHEH MOJOH BEHBI. XHUPYPru4e€CKOE BMEIIATEIILCTBO IIO
MaToMOP(POIOTHYECKOMY TUCCIICIOBAHUIO, noBoxy BIIC Bemomneno y 67% nereii (4/6), 1OmOITHUTEIEHO BCEM IIPOBECHA
KOTOPOC HPOBOIMIOCH TMOM CTCPCOMUKPOCKOLIOM,  yeranopka OKC (m3-3a AB  Onokaner). YTpara 370poBbsi 2-3 CTEICHU
OCHAIICHHBIM L (ppoBON KaMepoH ¢ ycranosnena y 100% onepupoBaHHBIX (4/4) mMalpeHTOB.

MCIOJIb30BAaHUEM HMHCTpyMeHTapus Uid masHon  Taomumma 3— KinnHu4yeckne nposiBJeHUs1 Y MPO0AHI0B ¢ CHHIPOMOM
xupyprud. Bo Bcex ciayyasx BbBIINOJHEH TreTepoOTAKCHH (JIeBbIH M30MEPH3M)
CTAaHJAPTHLIN aHAJIN3 KapHUOTUIIA.

CHvHIPOM reTepoTakCcu JieBblil K30MEPU3M 24
P 0 Coornowmenue moaos (M:2K) 1:1
E3y Jl bm am bl u gbl 60 bl /KuBopo:KI1eHHbIE , U3 HUX YMEPJIu 6 (25%), 0
] ] ] M/A 1o reHeTHYeCKHM MOKA3aHUAM 18 (75%)
Y  mpobGanmoB ¢  Situs Inversus totalis Texerpokapist 2 (8%)
BPOKICHHBIC IIOPOKH cepaua (BIIC) BIIC 96%
IMArHOCTUPOBAHEI B 43% CJTY4aeB. B ABK (nmosiHasi u acumMmerpuyHasi GopMbl) 11 (45,8%)
6 B JOMC n3 ITK co creno3om JIC 6 (25%)
OJIBIIIMHCTBC CJIydacB KOPPHUTHPOBAHHA Cremnos AopThe 6 (25%)
TPAHCIIO3ULMS MarucTpaibHbIX cocynoB (TMC) u TMC c arpesneii JIC 3 (12,5%)
IIPaBOCTOPOHHSS AyTa aopThl (Tabmmia 1). BBIIB/YA/JIB/nepepris HIIB 3/1/10 (42%)
AcniieHust/moJMcnieHus/Hopma 5(20,8%0)/11 (45,8%0)/4 (16,6%)
ABTOpbI 3aABAAOT 06 OTCYTCTBUU KOHMIMKTa MHTEpPEecoB
BIIP nouek 3 (12,5%) (moaxkoBoOOpa3Has, areHe3usi, KHCTO3HAs TUCIJIA3MSA)






