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PEJKHH C/IYYAH COYETAHHOCTH AHOMAJIMH Y HOBOPOXXIEHHOI'O: TAYCCUT
BUHI'A U CHHAPOMA MEBHYCA.

CyaeiimanoBa JI.U., PaxmankyJioBa 3.7K.

AHHOmayus.
B cmamve npedcmasseH KauHu4eckuil cayvall pedkozo coyemaHusi 08yX BpPOHCOEHHbLIX
namosozutli — aHomaauu Tayccuz-buHza u cuHdpoma Mebuyca — y HOBOpPOHOEHHOU Je8OUKU.
AHnomanuss Tayccue-BuHza Xxapakmepuzyemcsi O0B80UHbIM OMXOXCOEHUeM Ma2ucmpaabHblX
cocydos om 218020 KHceayd04Ka U CONPo8OHAAEmMcs maxicenAblMuU HAPYWEeHUSIMU 2eMOOUHAMUKU,
mozda kak cuHdpom Mebuyca nposiessiemcsi napaauvyom JuyesblX Hepeos U Jdpyaumu
He8po/I02UYeCKUMU  AHOMaAusMu. B pabome  nodpo6Ho  onucaHbl — KAUuHUYecKue,
UHCMPYMEHMAIbHble U 1a60pamopHble daHHble, 0C06eHHOCMU meYeHUs 3a601e8aHUSl, A MAaKice
pe3ysbmamul  hpo8edéHHO20 JieveHus. Aemopbl nodyepKusarm 8aiICHOCMb  paHHel
npeHama/avHol ~ duazHOCMUKuU U  MedUKO-2eHemu4ecKko20  KOHCY/AbMupos8aHusi  0/s
C80€8PEMEHHO20 8blsI8/1eHUS. NOJOOHbLIX COYEMAHHbIX NOPOKO8 passumusi U npedynpexcoeHus
msicenvlx ocaoxcHeHull. [IpedcmasaenHblll cayyali demoHcmpupyem cA0HCHOCMb QUAZHOCMUKU
U mepanuu pedKux KOMOUHUPOBAHHbIX 8POHCOEHHbIX AHOMAAUU Y HOBOPOHOEHHbIX.

Annotatsiya.
Magqgolada yangi tug‘ilgan qizchada uchragan ikki tug'ma patologiyaning — Taussig-Bing
anomaliyasi va Mebius sindromining — kam uchraydigan kombinatsiyasi klinik holati keltirilgan.
Taussig-Bing anomaliyasi yirik qon tomirlarning chap qorinchadan ikki marotaba chiqishi bilan
tavsiflanadi va og‘ir gemodinamik buzilishlar bilan kechadi, Mebius sindromi esa yuz nervlarining
falaji va boshqa nevrologik buzilishlar bilan namoyon bo‘ladi. Ishda kasallikning klinik,
instrumental va laborator ma’lumotlari, kechish xususiyatlari hamda o‘tkazilgan davolash
natijalari batafsil yoritilgan. Mualliflar bunday kombinatsiyalangan tug‘ma nuqsonlarni o’z
vaqtida aniqlash va og'ir asoratlarning oldini olishda erta prenatal tashxis va tibbiy-genetik
maslahatning ahamiyatini ta’kidlaydilar. Keltirilgan klinik holat yangi tug‘ilgan chaqaloglarda
kam uchraydigan kombinatsiyalangan tug‘ma anomaliyalarni aniqlash va davolashdagi
murakkablikni ko ‘rsatadi.

Abstract.

The article presents a clinical case of a rare combination of two congenital pathologies —
Taussig-Bing anomaly and Moebius syndrome — in a newborn girl. The Taussig-Bing anomaly is
characterized by a double outlet of the great arteries from the left ventricle and is accompanied by
severe hemodynamic disorders, while Moebius syndrome manifests as facial nerve paralysis and
other neurological abnormalities. The paper provides a detailed description of clinical,
instrumental, and laboratory findings, the course of the disease, and the outcomes of the treatment
performed. The authors emphasize the importance of early prenatal diagnosis and medical-
genetic counseling for the timely detection of such combined developmental defects and the
prevention of severe complications. The presented case illustrates the complexity of diagnosing
and managing rare combined congenital anomalies in newborns.
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Anomanusi Tayccue - bBuHea (MKB-10: Q20.1, Taussig-Bing anomaly), 0eoliHoe
omxoxcdeHue Ma2ucmpaabHulx cocydos 0m npasozo xHeayodouka) — 3mo peokull 8PO*COeHHbIL
nopok cepdya, npu KOmopom u aopma, U /€204Has apmepusi 6epym HA4a/10 Om Nnpagozo
scenydouka. Takxce ama aHomanusl 8ce2da conpogodxcdaemcst 0eeKmom MexcxHceay9do4Kosol
nepezopodku. HHozda ecmpevaromcsi OMK/AOHEHUSI 8 PACNON0XCeHUU Opy2ux BHYMpEeHHUX
0p2aHos.

AHomanus Tayccue - BuHza sienssiemcest caedcmeuem owubKu 8 hopmuposaHuu cepoya 8o
8pemsl IMOPUOHANIBbHO20 paszsumusi. Yawe ece2o HapyweHue 06ycaA08/1€H0 MymayusiMu 8 2eHax
ZFPM2, GDF1 u CFC1 8 ambpuoHaabHbix Kiemkax cepdya. Takce anomanus Tayccue - Bunea
MOoJcem couemamauCsi ¢ XpOMOCOMHbIMU HApyuweHuUsImu: mpucomuel 13-t uau 18-ii xpomocomyli,
deseyuell yuacmka 22-ii XpOMOCOMbL.

CumMnmombl 06bIYHO NOSABASIIOMCS 8 MeveHUe nepabix OHell uau Hedeb KHcusHu. Camblil
yacmolli CUMNMOM — 3MO YUAHO3 — CUHUU OMMeHOK Koxcu y pebeHka. Takoice
pacnpocmpaHeHbl  00blWKA, Yy8eAUYEHUe yvacmombvl cepoyebueHusi Uau  Y4aujeHHoe
nosepxHocmHoe dblxaHue, MedaeHHas npubaska eeca. Mozym Hab61100ambcs wWyMbl 8 cepoye.

Anomanus Tayccue - BuHea 6bi1a Ha3eaHa no pamuausam epayeli Xeaneu Tayccue (Helen
Brooke Taussig) u Puuapda buHza (Richard John Bing), anepgvie onucasuux ee 1949 200y [1].

/a5 ycmaHos1eHus duazHo3a HeobXoduMo 06pamumsCs K 8pavy-kapouosoz2y. 3010muiM
cmaHdapmom duazHocmuku daHHo20 nopoka seasemcs IxoKI, komopas no3gossiem oyeHums
aHamoMmu4eckyr cmpykmypy cepdya u ez2o zemoduHamuky. Ilpu caoxcHbix popmax nopoka
mpebyemcsi  aHeuozpaguyeckass — Kamemepusayusi ~ cepdya,  MA2HUMHO-PE30OHAHCHAS
momozpagdus u/uau obcaedogaHue Memodom KomnvlomepHoli momozpaguu[2].

OcHOB8HbIM MemodoMm KoppeKyuu aHomaauu Tayccuze — BuHea sieasiemcsi onepayusi. Bud
Xupypauveckoll Koppekyuu onpedessiemcsi padmepamu /1e8020 HceayJoUKd U NOJI0HCEHUEM
degpekma Medxcicenydoukogoll nepezopodku. MHozum nayueHmam neped 8bINOJAHEHUEM
PEKOHCMPYKMUBHOU KOppeKyuu daHH020 nopoka desaarm psid nod20mosumesibHblXx onepayull.
[IpednoumumenvHbiM MemodoM onepayuu s56/5emcsi Cco30aHuUe BHYympuiceaydo4Kko8020
MyHHes], COedUHSIWe20 /1e8blll KHeaydouek ¢ aopmoll, C NOMOWbI0 3an1ambul U3 cneyuaabHol
mkaHu [5].

Ha smane nodzomoeku K onepayuu 60/4bHbIM HasHa4arwom dJuypemuku, [3-
adpeHo6./10Kkamopbsl, Kamexo/namuHbl U Hekomopwvle dpyaue npenapamul 048 CHUMCEHUS
cumnmomos cepdeuHoli HedocmamoyHocmu [3].

IIlpenamaavHas 3axokapduozpaguyeckass QUA2HOCMUKA 803MOMCHA, HO €€ 8blNOJIHEHUE
oueHb 3ampydHumesavHo. /lgoliHoe omxoxcdeHue cocydo8 om .1e8020 Hcesydouka C8s3aH C
8bICOKOU CMEpMHOCMbHK, KAK Npasu/o, 8caedcmaue cepdevHoll Hedocmamo4Hocmu, UHgapkma
MUoOKapoa uau aopmaabHo2o mpom6o3a. C xupypauelli nImu1emHsisi 8bIHUBAEMOCMb OYEHEeHd 8
70-75%. Onepayur Koppekyuu aHomaauu Tayccue - Bumea caedyem nposodumv 8 paHHeM
MaadeHyeckom gospacme (0o 6 mecsiyes).

Cundpom Mebuyca - 3mo pedkasi 8pO*COeHHAs] AHOMAAUS, UMeWwds aymoCOMHO-
JOMUHAHMHOeE, aymoCOMHO-peyeccusHoe U X-cyenseHHoe HacsaedosaHue [8-9]. I[IpuuuHolii
pazsumusi cuHdpoma Mebuyca s8155emcsi 06b14HO anaasus sidep 6, 7, 8, 9, 12 uepenHo-M03208blX
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Hepeos. B kauecmee 803MOJCHbIX NpuvuH, npugodsawjux K passumuro cuHopoma Mebuyca,
paccmampusarmcs uweMmu4eckue U 2unokKcuyeckKue nopaxceHusi YeHmpasabHOU HepeHOoU
cucmembl Nn/1004, NpueM HCEHWUHOU 80 8pemMs 6epeMeHHOCMU HEeKOMOPbIX JeKapCMmEeHHbIX
npenapamos. ¥ makux nayueHmos KAUHU4ecku onpedeasemcs aMuMu4Hoe 6€33MOYUOHAIbHOE
JAUYyo, omcymcmaue HOCO02y6HbIX CKAadok. H3-3a napesa Kpyz2080U Mbluybl 2/a3a Moicem
B803HUKHYMb HENO/HOE CMbIKAHUE 8EK, @ MAKX}CE C1€30CMOsIHUEe U3-3a HENJIOMHO20 NPU/Ae2aHUsl
HUJMCHe20 8eKa K 2/1a3HOMY 516/10Ky. Imo cOCmosiHUe conpogojcdaemcs napaauvyom nepeduet
mpemu A3blKa ¢ HApYWeHUeM aKkma 2J10maHus 8 MaadeHyecmae, 2unonaasuell sa3vika. Takice
MO2ym 0mmevyambsbCs HapyuwleHus (poHayuu, 3adepircka ncuxuecko2o pazgumus (no daHHbIM
pasHbix asmopos om 10 do 40 %), eayxoma u dpyzue aHomaauu 8 sude NOAUIAKMUAUU,
CuUHdaKkmu/auu, 6paxudaKkmuauu, aHOMAAUUu NpPuKyca, 2unonaa3uu HuxicHel 4Yeacmu,
degpopmayuu ywelil. Yacmo onpedessiemcsi 8bIHyHAEHHOe NO10X4CeHUE 20/108bl 8 MY UAU OpY2YHO
cmopoHy. B omeuecmeeHHolU aumepamype OaHHbIL CUHOPOM YynomMuHaemcsi KpaitiHe peoko
ecsedcmaue e2o pedkoli gcmpevaemocmu [9].

IIpusodum cobcmeeHHblll cayyall KAuHu4eckol duazHOCmuKU peb6eHKa ¢ COYemaHHbIMU
aHomanausamu Tayccue buHea u cundpoma Mebuyca. HosoposcdenHasi degouka M. nepesedeHa 8
OIIH T'K/]b Ne5 2. Tawkenma 6 go3pacme 3-xdHeli uz 'PK Nel.

H3 anamuesa: pe6éHoKk om 2-U b6epemeHHOCmU, 2-X podos. Co can08 mamepu, 6pak He

podcmeeHHblll. Podumeau 0degouku He umerom npogeccuoHanbHuvlXx epedHocmell. /JlaHHas
bepeMeHHOCMb CO €108 MamMepu npomekaaa Ha oHe xicesezodeduyumHoil aHemuu. B meveHue
ecell bepemeHHocmu dHceHWuHa neperecaa OPH, neyeHue noayvasaa améysaamopHo. Ha Y3HU 6viau
06HApyJHCeHbl accumMempusl Auyd, MymHsle 0K0/10N/100Hble 800bl U MHO20800ue. XKeHujuHa He
06cae008a1acb HA BHyMpUymMpobHble uHpekyuu. Podvl npouzowu Ha — 41 Hedese, 8 20.108HOM
npedaexcanuu. PebeHok poduscs ¢ oyeHKoll no wkase Anzap 5/3/7 6ana108. bvliu nposedeHbl
Mepbl nepsuyHoll peavumayuu. Macca meaa npu poxcdeHuu -36002p, dauHa meaa 53cm.
CocmosiHue HOB0POXCOEHHOU 0e8oYKU C podxcoeHuss 6bl10 PACYEHEHO KAK MSdCes0e,
06yCa08/1€HHOE NPOSIBAEHUSIMU PeOKUMU Nopokamu pazsumusi cepdya, 0blXameabHoU
Hedocmamo4HoCmbvHo U He8po102Uu4ecKol CUMNMOMAMUKOU.
Puc.1. BosbHasgs M. BHemiHU# BHJ, pebGeHKA C
cuHApoMoM Me6uyca u anomasimen Tayccur-bunra
Ha 8-e CYyTKM KM3HH, BHJHA SIBHasA acCUMeTpUA
auna. CocmosiHue pebéHka npu nocmynjeHuu 8
omadeieHUe namo/102uu HO80POoX*CAeHHbIX msicéaoe. Ha
ocMomp peazuposas 8510, onpedeasinacb MblUeYHas
2unomoHusi, deuzame/abHaAss AKMUBHOCMb  6blid
cHuxceHa. Pusuosozuveckue pedeKcbl B8bl3bI8ANUCY
cnabo.  KoocHble  nokposvl  64e0HO-po308ble, €
«MPAMOPHbLIM» OMIMEHKOM, UMEMCcsi 0mEéYHOCMb U
c/eea nepuopoumMa/abHLIl YUAHO3, C2/AAHCEHHOCMb
HOCO2y6HOll CK1adKU cnpasa, HENoOJIHOe CMbIKAHUE 8€K, a
makce c/1€30cmosiHue Uu3-3a HenJI0MHo20 Npuie2aHus
HUJCHE20 8eka K a/aas3Homy s6.0kKy (puc. 1). Takace
ommeyaemcsi aHoma/ausi npukyca, degopmayusi yxa
caesa (puc. 2).
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Puc 2. AHoManus npuKyca 1 gedpopmanus yxa y eBOYKH CJIeBa.
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pasmepom 2x2 cMm, He HanpsixceH. Ommeuanocb 3amemHoe emsyiceHue 2pyOduHbsl, MeOJeHHAs
npu6baska geca. /[lbixaHue yepe3 HOC 6bl10 C80600HbIM, NOAYYA YBAAHCHEHHDBIL KUCA0POd uepe3
HA3a/1bHble KAHKAU, 8 Je2KUX HA (POHE Hecmko20 OblXAHUSl B8blCAYWUBAAUCL O6U/IbHbLIE
8/1aJcHble Kpenumupyroujue xpunsl. TOHbI cepdya 6blau npu2aAyweHbsl, pummudHsle. KopmaeHue
MAMepPUHCKUM MO/10KOM. Mo10Ko yceausaem, ommedaemcss NOmaAu80CmMs, 3amMoOpPMO#EHHOCMb
u ymomseHue (0cobeHHO 80 8pems KopmaeHusl). Kusom 6bla ms2kull, noddasasicsi nasibhayuu,
6bl1 HeMH020 node3dym zazamu. HusxcHull Kpall ne4eHu naabhuposaJcsi Ha 2 CM Hudxdce om
npasozo Kpasi pebepHoll dyau, cese3eHKa He na/bnuposandcsb. Cmy. 6bla pe2yaspHbIM, Heamo-
3es1eH020 Yysema. Mouu.csi pe6eHOK c80600HO, 6e360.1€3HEHHO.

B o6wem anaause kposu: Hb - 128 2/a; apumpoyumsi 5,6 x 10 21; mpom6oyumuli - 289 x
10°/n; neiikoyumol - 12,5 x 10°/1; n/a -2%; c/a - 30%; 303uHogpust - 1%; moHoyumubl - 5%;
Aumgoyumeolt - 60%; COI - 13 mm/uac.

B 6uoxumuveckom aHasauze kposu: obwull 6eanok - 58 e/a; aawkosza - 55mmonv/n;
Mo4eguHa - 2,1 mmoaw/A; obwuti 6uaupybuH -84,1 mkmonas/a. Obwutl aHau3 Mo4u u Kaaa bes
namo/io2uyeckux usmeHeHull.

Ha HelipocoHozpaguu 20108H020 M032a 6blAU BbISIB/AEHbI 2UNOKCUYECKUE U3MEHEeHUS
20/108H020 MO032a 2-Ui cmeneHUu U cy63neHdumasbHoe kposousausiHue (CIK) 2-ii cmeneHu,
napagpoHmasvHble ncegdokucmoul cocyducmozo cnaemeHus. Y3H 6HympeHHUX Op2aHo8:
8bls18/1€Hbl peaKMUBHbIE USMEHEHUs 8 NeYeHU.

Ha 3xoKT: deoliHoe omxoicdeHue Ma2ucmpa/abHblX coCcydo8 om J/1e8020 Xce/nydouka.
T'unonaasusa u koapkmayus aopmeolt. AMKIL. /IMIIII. J/lecouHas 2unepmeH3usi.

Ha MCKT cepdya u cocydoes sbvisisaeHbl npuzHaku BIIC. Avomanaus Tayccue-buHea. /]gotiHoe
omxoxcdeHue Ma2ucmpaabHulx cocydos om /1e8020 xceaydouka. TpaHcno3uyuoHHbIU mun.
Jepexkm dyeu aopmwi. JMIIIT u JMXXI. HHPuabmpamueHvle U3MeHeHUsl JE2KUX.
Hesponamosozom ebicmassaeH duazHo3 I HC. lJepebpanvHas denpeccusi. Cundpom Mebuyca.

Pe6éHok 6611 ocmompeH kapduoxupypaom u npogeccopom EMU Xacarosoli C.C.

Pe6éHOK 0Obl1 KOHCY/bMUPOBAH 2eHeMUKOM: y4umbleass aHaMHecmueckue OJaHHble,
msidcecms coOCmosiHUsl pebéHka, a makxce heHomunu4eckue NPu3HAKU 8bicmassieH duazHos: Q.
20.1. AHomanuu Tayccue Bumea ([JOMC om JDXK) u cuHdpom Mebuyca. PekomeHO08aHO
donosHuUmeabHoe o6csaedosaHue 8 ycaosusix PecnybaukaHckozo CckKpuHuHe yeHmpa. Ha
OCHOBAHUU AHAMHE3d, pe3y/bmamos KJAUHUKO-1a00pAMOpPHbIX U UHCMPYMEHMA/AbHbIX
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uccsnedosaHull 6bl1 ycmaHosaeH KauHuveckull duazHo3: OcHosHoll: Q. 25.1 Koapkmayusi aopmul.
AHomanwHoe pacnoaoxceHue dyeu aopmol. Q. 25.4 2unonaasusa aopmot. Q. 21.0 AMXIIL Q. 21.1
JAMIIIL
P.36.3. bakmepuaabHblii cencuc HOBOPOXHCOEHHDIX, HEYMOYHEeHHOU  3muoJio2uu
(BpoHxonHeeMoOHUS 2-X cmOpoHHSS. IHmepokoaum. Tokcuueckuti ezenamum). Conymcmeyrowuli:
P 91.6.T'H3. 3 91.0. lJepebpasbHas uwemusl.
OcaoxcHeHnue: [JH -3 cmenenu. CCH -2a-6 cmeneHu. Ilape3 Kuwe4HUKo8 2 cmeneHu.
Ha ¢poHe nposodumoil mepanuu noaoxcumenvHoll OUHAMUKU HE omMmeyaaacs. HA 27-e
CYMKU HCU3HU COCMOSsIHUe pebéHKa pe3ko yXyoduu/a0Cb 3a c4ém O0CHOBHO020 3abosesaHus. buiiu
Hayamsl peaHuMayuoHHble Meponpusmus. Ho HecMompsi Ha 0OKa3aHHble peaHUMAayUOHHble
Meponpusimusi 80CCMAHO8UMb cepOeyHbIll pumm, 60306H08UMb dbIXaHUE He y0aJ10Ch.
3akiw4yenue. Takum 06pa3om, paHHee MeOUKO-2eHemuyeckoe KOHCY/1bmupo8aHue
delicmeume/bHO uepaem K/AKYe8YH po/ab 8 NpoPuiaKmuke HACAe0CMBEHHbIX 3a60.1e8aHUll U
noseossiem 6ydywum podumensim NoOAy4umbsb AMNCHYH UHPOPMAYUK O PUCKAX, C85S3AHHLIX C
2eHemu4ecKUMU HapyweHuUsiMu. 3mo 0CO6eHHO aKmyaJ/bHO 8 CAY4asX, Koz20a ag@ekmusHble
Memodbl JeyeHusi omcymcmeyom. Bpauu pasauvHbix cneyuasabHocmell 00x4CHbl 6blmb
0c8e00MJ1EeHbl 0 8AHCHOCMU 2eHEMUYEeCKO20 KOHCY/AbMUPOBAHUS U HANPABASIMb NAYUEHMO08 K
cneyuaaucmam 8 3mou obsacmu, Ymobsl obecneyums MAKCUMA/AbHO 803MONCHYH 3aujumy
3doposbsi  6ydywux demell. Takum o06pa3oM, uHmMezpayus Meduko-zeHemu4ecko20
KOHCY/1bMUpOBAHUsl 8 NPAKMUKY MOJXCem 3HA4Umes/bHO NOo8blCUMb Ka4ecmeo MeduyuHcKou
NOMOWU U CHU3UMb PUCK 803HUKHOBEHUSl HAC/1edCMBEeHHbIX 3a601e8aHULL.
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