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Tetpana ®anno (TdM) — HannowmpeHiwa ujaHoTUYHa BPOMXEHA BaJa Cepus, Aka XapakTepu3yeTbCs LWMPOKAM aHaTOMIYHUM CMEKTPOM
I BUDAXXEHICTIO KNIHIYHMX NPOSBIB, LLIO 3a/1exXarh Bif, CTYNeHs CTEHO3Y IEreHeBOI apTepii, Ta MOXE acoLil0BaTNCA 3 XDOMOCOMHIMI aHOMaUTIMU.
lineptpodidHa kapaiomionatia (FKMI) — pigkicHe reHeTnyHe 3axBOPIOBaHHS, ke 3a3BM4ail yCnaakoBYETbCA 3a ayTOCOMHO-A0OMIHAHTHNM
TUMOM | Ma€e BMCOKWI PIBEHb PU3KKY PanToBOI CEPLEBOI CMEPTI Ta ACOLIOETECSH 3 NMOPYLUEHHAMM B TOKYCax MEBHX MEeHIB.

KniniuHuin BUNnapok. HaseneHo piakicHuin Bunaaok noeaHaHHa T ta FKMITy 9-mics4Hol AUTWHM, rocnitanizoBaHoi A0 BiodineHHs peaHima-
Lji JTbBiBCHKOI 06AACHOI AUTAYOI KNiHIYHOI NikapHi «OXMATANT>» 3 aayx0-LiaHOTUYHUMK Hanagamu.

[JiBYMHKY rocnitanidaoBaHo 40 peaHiMauii B A0yxo-UjaHOTUYHOMY KpuKai i3 catypauieio 44%. MNpu omaai B1u3Ha4anncy BrpaxeHa 3agmiika,
OnigicTe i LiaHo3 ry6. AyCKynbTaTMBHO TOHV CEPLA PUTMIYHI, NPUIMYLLIEHI, HacToTa CEPLEBMX CKOPOYeHb — 202 ya./XB, BU3HA4aBCA CUCTONIY-
HUIA WyM NO NIBOMY Kpalo rpyanHu 5/6 3a wkanoio JlegiHe. Ha enektpokapaiorpami BM3Ha4anica 03Hakn CUCTONIYHOrO NepeHaBaHTaXeHHs
Ta rinepTpodii npaBoro wnyHouka. Mig vac nposeaeHHsa 2D-exokapaiorpadivyHoro 06CTeXeHHs BU3Ha4anacs rinepTpodist CTIHOK NiBOro, npa-
BOIO LLYHOYKIB Ta MiXLLYHOYKOBOI NEPEeropoaku Ta 03Haky Td. Ha marHiTHO-pe3oHaHcHIM Tomorpadii aiarHos niareepanscs. Micns ctadini-
3alji 3aranbHOro ctaHy ANTUHY TPaHCMOPTOBAHO B YMOBaXx YPreHTHOI caHaBiallii Ans XipypriyHol kopekuji Ao LieHTpy antayoi kapaioxipyprii B
M. KMEBI, 1€ peKOMEH10BaHO NPOAOBXNTU MEVKAMEHTO3HE flikyBaHHsA 6eTa-onokatopamun. Hepes 2 micaui anT1HY BikOM 1 pik npoonepoBa-
HO B M1aHOBOMY NMOPSAAKY — NPOBEAEHO paankanbHy kKopekuio Td, cTaH nicng onepawi 3aA0BINbHWIA.

BucHoBKM. [NoeaHarHa TP ta KM € Bkpart pigkicHUM. T acouiloeTbCsa 3 XOOMOCOMHUMI aHoManiamu, Todj sk FKMIT — i3 nopyLeHHs-
MU B NTOKyCax NeBHUX rexis. MporHos ang nauieHTis i3 TP ta FTKMIT acoujtoeTbCsa 3 BMCOKOIO NICASONepaLiiHon CMEPTHICTIO, WO NOB'93aH0
3 nporpecyBaHHaM 06CTPYKLi BUXIOHOMO TPaKTy NiBOrO LWAyHOYKa, PO3BUTKOM LLITYHOYKOBUX apuUTMIll Ta cepueBO-CyaANHHOI HEAOCTaTHOCTI
B Mi3HLOMY MiCg0nepauiiHoMy Nepioa.

JlocnioxeHHs BUKOHaHO BiANOBIAHO A0 NPUHLMNIB [eNbCiHCLKOI Aeknapalli. Ha nposeaeHHA A0CAiAKEHb OTPUMAHO iHDOPMOBaHy 3rofy 6aTb-
KiB ANTUHW.

ABTOPY 3asBNF0Tb MPO BIACYTHICTE KOHDNIKTY IHTEPECIB.

KntouoBi cnoea: tetpaga Manno, rineptpodivHa kapajomMionaris, aayxo-LiaHOTUYHUM KpW3, exokapaiorpadia, airw.
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Tetrallogy of Fallot (ToF) is the most widespread congenital heart defect characterized by a wide anatomic spectrum and clinical manifestations,
which depend on the degree of stenosis of the pulmonary artery, and can be associated with chromosomal abnormalities.

Hypertrophic cardiomyopathy (HCM) is a rare genetic disorder that often occurs in the autosomal-dominant type and has a high risk of cardiac
death and is associated with abnormalities in certain gene loci.

Clinical case. We present this rare association in a 9-month-old girl, without previous history of heart defect, who was admitted to intensive
care unit with a clinical presentation of severe hypoxic spell.

A rare case of the combination of ToF and HCM has been reported in a 9-month-old child admitted to the reanimation department of the Lviv
Regional Children’s Clinical Hospital <OKHMATDYT» for malignant and cyanotic attacks.

The girl was hospitalized for reanimation in a jaundice-cyanotic crisis with a saturation rate of 44%. On examination, a pronounced sciatica,
pallor and cyanosis of the lips were detected. Auscultatively, the heart tones were rhythmic, muffled, the heart rate — 202 beats per second,
systolic murmur was detected on the left side of the chest 5/6 on the Levine scale. Electrocardiogram showed signs of systolic hypertension
and hypertrophy of the right ventricle. 2D-echocardiographic examination revealed hypertrophy of the left and right ventricular walls and
interventricular septum as well as signs of ToF. On the magnetic resonance imaging the diagnosis was confirmed. After the stabilization of the
general condition the child was transported to the Center of Pediatric Cardiology and Cardiac Surgery in Kyiv for surgical treatment, where it was
recommended to continue the medical treatment with beta-blockers. After 2 months, the 1-year-old child was operated on routinely - radical
correction of ToF, the post-operative state was good.

Conclusions. Association of ToF and HCM is extremely rare. ToF is often associated with chromosomal aberration, while hypertrophic
cardiomyopathy associates with certain gene loci. Surgical treatment of ToF associated with HCM differs greatly from surgical treatment of
usual ToF and physiology of both conditions have to be considered prior to the surgery, as combination of ToF and HCM is associated with
high postoperative mortality, as the LVOT progresses and increased risk of development of ventricular arrhythmias and heart failure develops.
The association between ToF and HCM is extremely rare. ToF is associated with chromosomal abnormalities, whereas HCM is associated with
abnormalities in certain gene loci. The prognosis for patients with TF and HCM is associated with high postoperative mortality due to progression
of obstruction of the left ventricular tract, development of ventricular arrhythmias and cardiovascular failure during the postoperative period.
The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.

No conflict of interests was declared by the authors.
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Bctyn Inomi TD moxe moeaHyBaTUCS 3 THIIUMU Ba-
TeTpaz[a ®Danno (TMD) — nHaiimommpeHina gaMyu Cepisi Ta XPOMOCOMHUM aHOMaJIisIMH, Ta-
IIaHOTUYHA BPOJKEHA Bajla cepild, sika KuMu gk cusjapom [layna, cungpom /[li-/Ixxopmxi,
XapaKTepu3y€eThest mMupokuM anatomiuanm criek-  Asapkuis (VACTERL-acoriaris) [1,4,5,7].
TPOM 1 BUPAKEHICTIO KJIIHIYHUX MTPOSABIB, 1110 3aJie- Ha mporusary, rineprpodiuaa Kap/iomionatis
JKaTh BiJl cTyTieHs cteHody JiereneBoi aptepii (JIA). (I'KMII) — pigkicue reneTnyHe 3aXBOPIOBaH-

ISSN: 2706-8757 Ukrainian journal Perinatology and Pediatrics 2(90) 2022 59



KNIHIYHWA BUNAJOK

https://med-expert.com.ua

He, dKe 3a3BUYail yCIaJKOBYETHCS 32 ayTOCOM-
HO-JIOMIHAaHTHUM THUIIOM 1 XapaKTepU3y€ETLCS BU-
COKUM PiBHEM PU3UKY PANITOBOI CEPIIEBOI CMEPTI.

Huxue HaBeieHo piKicHNH BUTIAIOK TTOEIHAH-
1s1 TO i TKMII y 9-Mmicstunoi iBYMHKH, TOCTTITAI-
30BaHOI /10 BijtiseHHs peadiMaitii JIbBiBCbKOI 06-
JacHoi jutg4oi kmiHigHOI Jikapai «OXMAT-
HAUT» 3 a1yX0-11iaHOTHIYHUMU HaIlalaMu.

HocaikeHHss BUKOHAHO BiJIIOBIJIHO /10 TIPUH-
mumiB lembcinebkoi mexsaparii. Ha mpoBenenns
JIOCJTIJIKEHh OTPUMaHO iH(GOPMOBaHy 3roay 6aTh-
KiB TUTUHM.

KniHiyHnii BUNapok

9-micauna AiBYMHKA HAIWINIA 0 peaHiMarii
B KPUTUYHOMY CTaHi — SAYXO-T[iaHOTHYHOMY
Kpu3i i3 catypaitieio (SpO2) 44%.

3 aHaMHe3Yy JKUTT BiZIOMO, 110 IMTUHA HAPO/IN-
Jacs Bij [ HeroHOTIIeHOT BariTHOCTI Ha 34-MY THXK-
Hi recrallii, Mepumx IoJoriB, IIJISXOM KecapeBo-
ro po3tuny, 3 Mmacoio Tiza 1450 r i 3poctom 40 cm.
[liBumHKa € Pyroto JUTUHOO 3 JIBiiiHI, ITi]] yac Ba-
TITHOCTI B MaTepi 1iarHOCTOBAHO ITPEEKIaMIICIIO.

Ha momeHT oruigjy 3arajibHUNl CTaH JAUTUHU
TSKKUHM, O3HAKM SyXO-1IaHOTUYHOTO KPU3Y —
BUpPakeHa 3auIKa, OigicTp i mianos ryb. Juru-
Ha MPaBUJIbHOI OYZOBHU Tijla, 3HI/KEHOI BiIJKUBH,
(hi3muHMiIT PO3BUTOK HIKYMI 3a cepeHiii, mMaca
tima — 5,7 xr, pict — 60 cMm. Typrop TkanuH 3HU-
xennit. IIIkipa Ta BuaMMI cau30Bi OJifi, YMCTi,
miano3 ry6. Ilepudepuuni mimbarnuni Bysan
He 36imbireni. Cyxuil Kaiesib, 3aIUIIKa, y Jiere-
HAX — JKOPCTKe MUXaHHSA. AyCKYJbTaTUBHO TOHU
cepll PUTMIUHI, MPUTIYIIEH], 4acTOTa CePIeBUX
ckopouenb (HCC) — 202/xB, CUCTONIYHUI TITyM
1o JliBoMy Kpato rpyaunu 5/6 3a mikamoio Jlesi-

He. Aprepianpunii Tuck (AT) — 95/50 MM pT. CT.
Ha 0060x kiHriBkax. SpOy — 44%. Ilix yac nanb-
marii sKUBIiT M'SIKHUH, TediHKa BUCTYTA€E HAa 2 CM
HIKYe peOepHOI IyTH, Cele3iHKA He TaJIbITyEThCSL.
Habpsiku He BUBHAYAIOTHCSI, CEYOBU/IIIEHHS BiJIb-
He, JIiype3 I0CTaTHIl.

Ha enexrpokapmiorpadii — cuHycOBUI pUTM
i3 UCC — 150 yn./xB8, PQ — 0,14 ¢, enexrpuyuna
BiChb cepllsd BijiIxujieHa BIpaBo. BUCHOBOK: 0O3HAKMU
CHUCTOJIIYHOTO TIePeHABAHTAKEHHS Ta TirnepTpodil
npaBoro nuryHouka (puc. 1).

Hwutunai  npoBemeno  penrtrenorpadiioo  op-
raHiB IPy/IHOI KJITKU Ta BUSABJIEHO JieTeHeBi MO
6e3 BUAUMIX BOTHUIIEBKX Ta IH(ILIBIPaTUBHUX Ti-
Hell, 36iIHeHMIT CyIMHHUI PUCYHOK 110 Tiepudepii,
cepiie po3MMpeHe B MONEPEYHUKY. 3arnaaHHs 1y-
ru JIA, y Buriisizi «406iTka» Ta KapaioTopakajbHO-
ro ingekcy (KTT) — 55% (puc. 2).

IMix wac 2D-exokapmiorpadiutoro obcre-
JKeHHs Bi3yasi30BaHO JBUN NIJIYHOUOK KiHITe-
Bo-miactomuyauM poamipom (KAP) — 24 cwm,
rimeprpodito ctinku mpasoro — 0,7 cm (Z-score:
7,68), miBoro muryHoukiB — 0,9 (Z-score: 8,07)
CM, MIXIIIIYHOYKOBOI TI€PErOPOJKU  PO3MipOM
1,1 em (Z-score: 10,18), niBe niepezicep/isi po3Mipom
1,5 cm.

BisyasizoBano MiTA0PTATHHUHN nedexr
MIKIITYHOYKOBOI TTeperopoaku poamipom 1,1 mwm.
Xij MaricTpaJbHUX CYIWH TPaBUJIBHUN, aopTa
3mileHa BrpaBo Ha 30% (eKCTpano3uilist a0pTH ),
(puc. 3).

Bucxinna aopra giametpom 1,2/1,3 cm, nyra —
1,2/1,1/1,0 cMm, ausxigna aopra po3mipom 1,0 cm,
A0PTAJIbHUI KJIAllaH, CTYJKU HOT0 He 3MiHeHi.

IpazsieHT THCKY Ha AOPTAIBHOMY KJallaHi He
BusHaueno. JIA (PA) — 0,9 cm y miamerpi, rin-
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Puc. 2. PeHtreHorpadis opraHis rpyaHoi kKnitku. JlereHesi
nons 6e3 BUAMMUX BOrHULLIEBUX Ta iHDINbTPATUBHUX TIHEN,
36igHeHn CyanHHUIA PUCYHOK No nepudepii, cepue po3-
LWnpeHe B nonepeyHuky. 3anagaHHsa oyrmn JIA, y Burnagi
«yobiTka» Ta KTl — 55%

ku — JyiBa (LPA) — 4,5 mm, npaBa (RPA) — 4,0 mm,
BisyasizoBaHo iH(GYHAUOYISAPHUI CTEHO3 1 CTEHO3
kmamana JIA 3 rpamientom tucky 102 MM pr. crT.
Ha kJjamasi (puc. 4).

DynKIlis 1 CTPYKTypa aTpPiOBEHTPUKYJISIPHUX
KJanaHiB He nopynieHa. CKOpOTIMBIiCTh MioKap/a
nobpa. Opakitist BUKHLY — 68%.

Bcranosneno piarnod — <«Terpaga @asio
3 BUPaKEHUM 1HOYHIUOYIAPHUM CTEHO30M 1 CTe-
HO30M KiamaHa JIA Ta rineprpodiuHa Kapiomio-
natisg». BpojpkeHy Bajgy cepiid 1iarHOCTOBAHO
BIIepIie y Bitti 9 mic.

[liarHo3 miATBep/XKEHO 3a JI0ITOMOTOI0 MarHiT-
HO-pe3oHaHcHOi ToMmorpadii (puc. 5). Ilixn
yac 00CTeKeHHsI BHM3HA4YeHO rimepTpodito Mio-
Kap/la JIiBOTO Ta MPABOTO TIJIyHOUYKA Ta BUSBIEHO
o3naku TO.

[IpoBesene JiKyBaHHS — IUTHHA mepedyBa-
Jia Ha arapati MITyYHOl BEHTUJIALI] JiereHb TTPOTS-
rOM TPbOX JIHIB, OTPUMYBaJia iH(dys3ito 100y Taminy,
aJ[pEHAJIIHY Ta aHANIPUJIIHY B 1031 2 MT/KT/100Y.

[Ticnist  crabimizamii  3araJbHOTO CTaHy —Ta
BI/[HOBJIEHHSI ~CAMOCTIMHOTO JIMXaHHS, TI0Ka3-
HukiB remopuHamikn (HCC — 124 yu./xB, AT —
95/45 mm pr. cT., SpO2 — 69%). lutnny TpaHciop-
TOBAHO B YMOBaX YPreHTHOI caHaBiallil it Xipyp-
rignoi kopektii mo IleHTpy auTs90i Kapiosorii
Ta Kapaioxipyprii B M. Kuesi.

Y 3B’a3ky 3 noegHanHsam TD i TKMII pekomen-
JIOBaHO MeMKaMEHTO3He JKyBaHHs Oera-OsioKa-
topamu (Gicomposon — 0,4 mr/kr/noby B 1-2 3a-
CTOCYBaHH$) Ta BiJITEPMiHyBaHHSI OlEPATUBHOTO
JIIKyBaHHS Ha 2—3 MicsIIi.

Yepes 2 micsii auTruHy BikoM 1 pik mpoornepoBa-
HO B [IJIAHOBOMY ITOPSIZIKY — IIPOBE/IEHO PAJIMKaJIb-
Hy Kopekiito TM (ToF repair. No ventriculotomy).
Cran Ha MOMEHT rocHiTamisallii 10 KapaioXipyp-
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Puc. 3. 2D-exokapgiorpadia. Josra napactepHab-
Ha Bicb. lNinepTpodia 3agHbLOI CTIHKM NIBOrO LLIYHOYKA
(0,7 cm), MixXLnyHO4YKOBOI neperopoaku (1,1 cm) Ta CTiHkM
npaBoro wnyHouka (0,9 cm). AopTa BepLuHMUA (AeKCTpa-
no3uuisa aoptm) — 30% i gedekT MixKLWIYHOYKOBOI nepe-
ropoaku 1,1 cm

PA= P=102 mm.Hg

Puc. 4. 2D-exokapgiorpadis. KopoTka napacTtepHasb-
Ha BiCb. IHOYHOMOYNAPHMIA CTEHO3 i cTeHO3 knanaHa JIA
3 rpagieHTom Trucky 102 MM PT. CT. Ha knanaHi JIA

Puc. 5. MarHitHO-pe3oHaHcHa Tomorpadisa. MarhitHo-
pe30HaHCHi 03Haku rinepTpodii Miokapaa 060X LUMYHOUKIB

TIYHOTO TIEHTPY — CePEe/IHbOI TSKKOCTI, akpoilia-
Ho3, YCC — 124 yu./xB, SpO2 — 92%.

[TpoBezeno maacTuky iHGYHANOYISIPHOTO CTE-
Ho3zy JIA uepesnepencepaHuM J0CTyIIOM, edeKT
MIKITEpPe/ICEePIHOI TTIePETOPOIKN 3aKPUTO JIATKOIO
3  rmoTtoayTomepukapza. llicasonepariiauia
nepio — 6e3 yckiaamaHeHb. [lmaHoBy ekcrybarito
IPOBe/IEHO Ha 2-Ty 1100y TicJIst omepartii.

3a pesyssratamu 2D-exoxapziorpadii B 1ic-
JisioriepallilHOMy Tepio/ii BUABJIEHO 1€ TOMip-

61



KNIHIYHWA BUNAJOK

https://med-expert.com.ua

HO PO3NIMPEHN TpaBuil NUIyHOUOK. [ledext
MIKIIIIYHOUKOBOI [1€Peropojiky YIIUTO FrepMeTny-
HO. 3ajunikoBuii cteHo3 JIA 3 rpajlieHTOM TUCKY
18 MM PT. CT., i3 MiHIMaJIBHOIO HEZIOCTATHICTIO TPU-
KycHifiaibHOTO Kaanana 1+,

OOroBopeHHs

Terpaga Danno — HalmomMpeHia 1iaHOTHY-
Ha BpO/UKeHa Bajla ceplis, 10 XapaKTepu3yeTh-
€S YOTMPMa aHATOMIYHUMM CKJIQJIOBUMU: JledeK-
TOM MIKILIYHOUKOBOI 1eperopoaku (VSD); 06-
CTPYKIIEI0 BUXIJTHOTO TPAKTY TIPABOTO MIJIYHOUKA
(RVOTO), cTyminb IKOTO MOZKe PISHUTHUCH BijT Jier-
KOTO JIO TSIXKKOTO, TinepTpodi€to TpaBoro miayHod-
ka (RVH) Ta pexcrpanosuiieo aoptu. Cryriab
00CTPYKIIii BUXiZIHOTO TPaKTy IPABOrO MIIYHOUYKA,
TUCKU B IIPAaBOMY Ta JIiBOMY IIJIYHOUYKaX, CTYIIiHb
JIEKCTPAIIO3MIIil a0PTU BU3HAYAIOTH KJIHIYHI TIPO-
SIBU T TSDKKICTH 3aTaJIbHOTO CTaHY IUTHHM.

Terpaga Damio 3ycTpidaeTbcs 3 YacTOTOIO
7-10% ycix Bpozskenux Baj cepipst, 1 na 3500 xxu-
BOHAPO/IKEHUX JliTeil. Xou Breplie BaJy OIMUCAHO
mey 1671 p., oxHax ii Ha3zBaHO Ha YeCTh (hPaHIly3b-
Koro Jiikapss Etbena—Jlyi Daso, skum yrepiie
OTIMCAHO cepito BUNaIKIB 111e y 1888 p.

Kaniniuno 3arasbHuil cTaH AUTUHU MOKE Pi3HU-
THUCS BiJl JIy>Ke TSUKKOTO 3 BUPAKEHUM 11iaHO30M /10
3aJI0BLILHOTO O€3 BUANMOTO TiaHo3y [7].

JledexT MIKIIITYHOUKOBOI MTEPETOPOIKN — 3a-
3BUYAil BEJINKWI, HEPECTPUKTUBHUN (HEMA€E 00-
CTPYKIIil TOTOKY 4epe3 MedeKT MiKIIITYHOUKOBOI
[IePErOPOJIKK ), PO3TANIOBAHUIN y TIepuMeMOpaHo-
3HIM YaCTHMHI MIKIILIYHOYKOBOI 11ePeropoJiKu, 10
CIIPUYMHSAE CKUJ KPOBi CclIpaBa HaJiBO MIXK IILTY-
HOUYKaMMU.

OG6CTpyKIList BUXiHOTO TPAKTy MPaBOrO IILTY-
HOUKA € BU3HAYAJIBHOIO MIOJ0 KJIHIYHOI KapTH-
vy Bajim [1]. Ao gedexT MiKIIIYHOUKOBOI Tie-
PEropo/Iku € HEePeCTPUKTUBHUM, TO IOTipHIEHHS
00CTPYKIIii BUXIHOTO TPAKTy IIPABOrO ILIIyHOY-
Ka MOCUJIIOE TUCK y MPABOMY HIJIYHOUYKY Ta CKHUJL
KPOBI CITpaBa HaJiBO, 3MEHIIYE JIETEHEBUU KPO-
BOTIK 1 CHPUYMHSAE 1[iaHO3 IUTUHU. 32 YMOBU 3a-
KPUTOI apTepiajibHOI MPOTOKU Ta BiJICYTHOCTI KO-
Jarepajeit, yuM Oisbina 0OCTPYKIlisl BUXiAHOTO
TPaKTy, TUM OiJIbII BUpaKeHUEl 1iaHo3. Y HAaIoi
MAIiEHTKU  BUSBJIEHO TiaOpTaJbHUN  jleeKT
MIKIITYHOUKOBOI Tieperopoaku po3mipom 1,1 cm,
3a aHUMU eXoKapaiorpadivHOro 0OCTEKEeHHsT Ta
MarHiTHO-Pe30HaHCHOI ToMorpadii.

Bansbko y 50% naiieHTiB BUSHAYAETHCS MTi/IKIIa-
NnaHHuil cTeno3 JereHeBoi aprepii. [ligknananuuii
CTEHO3 € IMHAMIYHUM 1 YaCTO CIIPUYMHSIETHCS CII1a3-
MOM iHOYHANOYIIPHUX M’$I3iB, OJHAK OOCTPYK-
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1TisT MOJKe BUHUKATH 1 Ha pPiBHI camoro kjarmana JIA
(10%), nan knananom (10%), un 3miranmii BapiaHT
(30%) [5]. ¥V maioi naiieHTK BUSIBIEHO came iH-
byHaAnOYIIpHIIT Ta KIananHuil creHos JIA.

JlexcTpamnosuilis aOpT UM aOpTa-BEPITHUIIST —
1€ MJIYHOUKOBO-apTepiajibHe CIIOJIyYeHHS, /i a0P-
Ta 3MillleHa Ta HaBWcCAa€ Haj AeeKTOM MiKIILTY-
HOUKOBOI  1ieperopojiku.  CTyrmiHb — 3MillleHHSI
Bapiloe: a0pTa BUXO/UTD 13 JIIBOTO IIJIYHOUKA, ajie
JIelIo 1 3 MpaBoro — aopTra BepUIHUIA. Y HaIOMY
BUIIAJIKY CTYIiHb 3MillleHHST a0PTH CTaHOBUB 30%.

linmepTpodiss mpaBoro NMIIyHOUKA € HACTIIKOM
00CTPyKIIii HOrO BUXIZIHOTO TPAKTY, OCKITIbKH LIy~
HOYOK TTOBMHEH KaYaTh KPOB 13 GiIbIINMU 3yCHII-
JisiMH, 11100 3abe31edyBaTH JIeTeHEeBUI KPOBOTIK.

Pospisusiors Takox tepMmin «6iga TD». [ditu
mpu Takiii ¢hopmi He MalOTh 11iaHO3y, HACUYECHHS
KPOBIi KICHEM MOsKe OyTH B MeKaX HOPMHU, a PiBEHb
00CTPYKIIii BUXIZIHOTO TaKTy TPABOTO MIIYHOUKA €
MiriMaabHUM abo BigcytHim. [TaTodisiomnoris Ba-
M — TaKa X, SIK 1 P BEJIMKOMY HEepPeCTPUKTHB-
HOMY JlepeKTi MiKIIJIYHOUKOBOI TIePErOpOJIKA 3
JIIBO-TIPABUM IIYHTOM.

Y GinbIocTi BUMAAKIB TPUYUHOK OOCTPYKILT
BUXIJTHOTO TPaAKTy IMPaBOTO NLIYHOUYKA € iH(]YH-
by aspHi M'a3K. IX cnasm, yacto T yac Hecro-
KOIO TUTUHU, COPUYUHSE AMHAMIYHY 0OCTPYKIIiO
BUXIJTHOTO TPAKTy IIPABOTO IIJIYHOYKA, TOCUJIIOE
K iCHYI04y OOCTPYKIIIO0 BUXIiZHOIO TPaKTy Ipa-
BOTO TIJIYHOYKA, TaK i CKUJl KPOBIi CIpaBa HaJIiBO.
Taka remomHaMiKa TTPU3BOJUTD 0 BUHUKHEHHS
BUPAKEHOTO 111aHO3Y, a TaKi Halla/ll Ha3UBAIOThCS
SILYXO-1IIaHOTUIHUMH [ ]

Terpaga @ajio Moxke OYTH SIK CaMOCTIHHOIO
BaJI010, TaK 1 TOEMHYBATUCSA 3 IHIIUMH BPOJIKe-
numu Bagamu cepiisd. [Ipu TD 3a3Buyaili mMosxe
BU3HAYaTHUCH CTeHo3 rijok JIA, ocobanBo JIiBOI.
Y 25% BumajikiB BU3HAYAETHCsT MPaBoOiuHa yTa
aoptu. Y 5% naitienTis i3 T BuznavaioThest aHO-
MaJlil KopoHapHuUX aprepiil. Haituacrine nepeans
HU3Xi/IHA TiJKa BiIXOUTD BiJl TPaBOi KOPOHAPHOI
aprepil Ta MPOXOJUTDH Yepe3 BUXIJIHUHU TPaKT Ipa-
BOTO IIUTYHOUKA, IO He Ja€ 3MOTU POOUTH Xipyp-
rivHUid po3pi3 y 1pomy Micti. [Ipubausto y 2%
MaIi€eHTIB BU3HAYa€ThCs MMOBHA AB-KoMyHiKailis,
sKa € OLIBII XapaKTepHOIO IS MAI[i€HTIB i3 CHH-
npomoM JlayHa.

lneprpodiuna kapsiomionaTis BKpail PiaKo
noeqnyerbest 3 TA. TKMII — 1ie renetnune 3a-
XBOPIOBAHHS, 1110 XapaKTepU3YETbCsl TilepTpo-
(i€to cTIHOK JIIBOTO MIITYHOYKA, HE PO3IMIUPEHUM
JIBUM IILTYHOYKOM 31 36epeskeH010 abo MOCUIIEHO0
dpaxktieio Bukuay. Tunoo TKMII € acumerpuy-
HOIO 3 HAO1IBIIT TOTOBIIIEHUM MIOKAPIOM Y JILJIsTH-
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i MIZKIIJIYHOUKOBOI TIE€PETOPOJIKH, 110 BiJIMiY€HO
B HarmoMy BUMaaKy. OOCTPYKILisi BUXiHOTO Tpak-
Ty JIBOTO TUIYHOYKA BU3HAYAETHCS MPUOIUIHO
y 1/3 nartienTiB y ctani Crokoio ta Moyke Oy T CIipo-
BOKOBAHOIO Y IIle TPETUHM TaIli€eHTiB. [icTomoriyno
BU3HAYAETHCS TiepTpodisd i XaOTUIHE PO3MITIEHHS
Kap/ioOMiONuTIB Ta iHTepcruttiitanii ¢iopos. [imep-
Tpodist MioKap/a TaKoK aCOIIIOETHCS 3 1iacTOJid-
HOTO JIMC(DYHKITIEIO JIIBOTO MIJTYHOUKA.

Kuiniunuii nepe6ir TKMIT moske 6yt 6e3cum-
NTOMHUM, OJIHAK 151 TIATOJIOTisI € 4acTOl0 IIPUYM-
HOIO PAIITOBOI CepIeBOI cMePTi, 0COOIMBO B I JIiT-
KiB 1 MOJIOZIUX JIFOJICH.

MyrTartiii B oHa/ /lecaTKa TEHiB, MO0 KOAYIOTh
CapKoMep-acolliiioBaHi MPOTEIHU, 1110 CIIPUYUHSI-
forb TKMII. Haitnomupenimumu renamu € MYH7
ta MYBPC3, mo xoayiorh Gera-Mio3WHIAHINO-
I Ta MiO3UH3BYXKYyBasibHuii nporein. ¥ 40% ma-
IIEHTIB ypaskeHi reH! MOKYTh He BU3HauaTucs [4].

Y 2012 p. B €BpomnelicbkoMy >KypHaJi Kap/iio-
TOpaKabHOI Xipyprii omy6iKOBaHO CTATTIO Taii-
BaHCHKUX HAYKOBIIIB «PinkicHa acoriamiss Terpa-
mu @amno Tta rimepTpodivyHoi KapaioMionarii.
Ornucano nBa kiainiuni Bunaaxku noegnanus TO i3
'KMIT [2].

B opHoro 3 HeMoBJIAT BHSBJIEHO BUPaKeHUN
[iaHo3 ojipasy IicJist Hapo/pKeHHsI. Y Billi O AHIB
oMy HakJaseHo aHactomo3 baenoxa—Taycci-
ra, aje MPOTATOM 2 MicsIliB TOBIIMHA MiXKIILTY-
HOYKOBOI NEPeropojKu 30LabImIacs 3 8 MM 710
16 mm, a y Bini 10 micg1iiB po3BUHYIACS MITYHOY-
KOBa TaxiKapjlisi, BiTak AuTHHA OyJia TlepeBejieHa
Ha EKMO Ta nomepJia y Biti 5 xi6.

Y npyroro xjornyuka He BUSBJIEHO BUPAKEHO-
TO 1iaHO3Y ITiCJIst HAPOKEHHS, 10 5 MIiCSIIiB IUTH-
Ha OTPUMYyBaJIa MPOIPAHOJIOJ, a Y Billi O MiCsIliB
HaJIINTIIA /10 JIiKApHi 3 TSKKOI0 CepIeBO-Cy/IMH-
HOIO HEJIOCTATHICTIO T4 YaCTUMM TIMMOKCUYHO-IIia-
HOTMYHUMM HalaJamu. Y [UTHHU 3aI1i/103PEeHO
cunapom /[i-JI>xop/ki, ajie Bifi TeHETUYHOTO J10-
caipKeHHs 6aThbKU BiAMOBUINCS. MIKIILITYHOYKO-
Ba meperopojaka Oysa morosineHa 10 14 mm. [Iu-
TUHI TPOBEIEHO MMOBHY XipyPridHy KOPEKIIit0 Ba/IH,
MMHEBMOHI1 3 ITOJ[JILIIIUM PO3BUTKOM ILITYHOUYKOBOI
Taxikap/il 3 GiOpUIIAIIEIo epeacepib, YHACAII0K
SIKOI 1151 IUTUHA TTIOMep.Jia.

Y 2012 p. Kang—Hong Hsu Ta cmiBaBT. mpo-
aHaymizyBasn 11 onwucanux y JjitepaTypi KJiHiY-
HUX BHIA/KIB 3a 1epiog 1978—2008 pp. i 3pobu-
JIN BUCHOBOK, IO HallyacTillle Take pifikicHe TIOE-
nauiss T@ ta TKMII 3ycTpivaerbest B XJIOMUNKIB
(9 xyomuuKiB i 2 AIBYNHKN); Y HAIIOMY BUTIAJKY
e Oysa [iBYMHKA. 3a3BHYail MiarHO3 BCTAaHOB-
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JIIOETHCS B PAaHHBOMY HEOHATAJIBLHOMY Iepiofi y
3B’SI3KYy 3 BUPAKEHUMU KJIIHIYHUMU CUMIITOMAMU;
y Hamiol J[iBYMHKHU JiarHO3 BIEPIlle BCTAHOBUJIU Y
Billi 9 MicdIliB y 3B’SI3Ky 3 BiJICYTHICTIO 11iaHO3Y.
Y 7 nanieHTiB Takok BU3HAYWJIM iHIII aHOMaJIii, y
HaIIOMY BUNAJIKY IUTUHA HE MaJia iHIITUX BPOJKe-
HUX BaJl. 9 Nalli€eHTiB MpoorepyBaiu, 4 i3 HUX 1po-
BeJIM OJTHOETAIIHI Ta /IBOETAIIHY ITOBHY KOPEKILIO,
4 niTAM BUKOHAJIW TaJiaTWUBHY Kopekiiio, 1 mau-
TUHI TTPOBEJIA KOPEKIIiIO, AKY aBTOPU He OMUCAIN Y
cBoiii parti. Tisbkn 1 IUTUHI BUKOHATIN MiOTOMIIO
MIKIIIJTYHOUKOBOI TIEPETOPOJIKK Yepe3 8 POKiB Tic-
sst kopekitii TMD. 5 (55%) i3 9 marieHTiB momepJio
micJis omepartii BiJl cepiieBo-CyIMHHOI HeloCTaT-
HOCTI, 1[0 PO3BUBaJIacd B PAHHBOMY YU Ii3HBOMY
nicasonepaiiiitnomy nepionui [ 2].

ABTOPH HaroJIOMIyIOTh Ha KiJIbKOX acTeKTax, sSKi
CJTi/T BpaXxOBYBATH I/l Yac KOPEKIIii ITi€l MaTo0-
rii. [To-miepiire, yu s1iBwit nTyHOYOK Oyjie 3MaTHUI
KayaTy 3HaYHO OLIBINNI 00'€M KpOBI uepes Te, 0
Gisibiiie i IOBEPTATUMETHCSI YepPe3 JIETeHEBi BEHU
micsist kopekitii TM. TTpu TKMIT 06’em niutyHOUKa €
MeHIINM, i3 fiactosiuroio aucdynkiieo. [lo-apy-
re, MOKe BUHHUKATU TSKKA OOCTPYKILST BUXiJHO-
TO TPaKTy JIiBOTO HMIJIYHOUKA III€ JI0 OIePaTUBHOIO
BTPYYaHH:, OCKIJIBKM aopTa Ha/IBUCAE HAJ| IIepero-
POJIKOIO. Y TAIIEHTIB i3 BUPAyKEHOIO TirepTpodieio
JIBOTO TIJIYHOUYKA 3aKPUTTI JleDeKTy MIKIILTY-
HOYKOBOI I1€PEropojIKi MOXKE CIIPUYUHUTU HOBY
OOCTPYKITIO BUXIHOTO TPAKTy JHBOTO MIIYHOY-
Ka, BIJITAK BA)KJIMWBO ITPOBOAUTH IHTPAOTIEPAIliiHY
TpaHce3odareanbHy exokapaiorpadito, mob Buac-
HO 11 giarHoctyBatu. [lo-Tpete, nyxKe BaKJIMBO He
MTOTIKO/IUTH MiOKap/l iHTPaoIepariiiio, y 3B’I3KYy 3
ICHYI0YOIO TinepTpodi€io MITyHOYKIB.

Yei 1t aciex Ty HeraTUBHO BILINBAIOTD Ha Bix €/1-
HaHHS UTUHK BiJl IITYYHOTO KPOBOOGITY, TAKOXK
i (hakToOpu MOXKYTh CIHPUSTH 3HUKEHHIO (hpak-
i BUKUIY B TicJsgorepaiiiHoMy 1mepiofi. 3Hu-
JKeHa JliactosriuHa (hyHKILiS JiBOTO MIJTyHOUYKA TIPU
KMII moske migBuiiryBaTé KiHIIEBUN CHCTOJIY-
HUI TUCK Y JTIBOMY TIIJTYHOUKY i THCK y JIA, 1110 T10-
CUJIUTDH HepocTaTHiCcTh JIA Ta mpusBese 0 TpaBo-
IIIJIYHOYKOBOI HEZIOCTATHOCTI, OCOBJIMBO TiCJIsT KO-
PeKllii TpPaHCaHyJISIPHOIO JIATKOIO. Y BUIIAJIKY /1BOX
MAIEHTIB, 1[0 ONUCYBAJIUN aBTOPH, [IiTU TIepeHecan
Xipypriuse BTpydanHst g00pe, mpore 00CTPYKIList
BUXIIHOTO TPAKTy JIBOTO NIJIYHOYKA Ta cepiieBa
HEJIOCTATHICTh PO3BUHYJIUCS B IMI3HHOMY ITiCJISIO-
repariitHoMy mepioi.

ABTOpPU TOSICHIOIOTH TaKy BHCOKY IiCJIs-
orepatlifiny cMmepTHicTh miporpecyiouoio 'KMIT i
ceplieBoio HesocTaTHicTIo. HepoctaTHicTh Ha Kila-
nasi JIA HeoOXiJHO crocTepiraTy B AKHAMIIII, 11100
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3armobiTTH HEJOCTATHOCTI TIPABOTO MITYHKA Ta PO3-
BUTKY mi3Hix aputmiii. HeoOxiguum € mocriiite
CIIOCTEPEKEHHST KapaioJiora, iHKOJIu Moxke OyTh
[IOKa3aHOI0 YaCcTKOBa CelTajbHAa MIiOEKTOMid 4u
iMraHTalis KapaioBeprepa — aedibpuisgTOpa
JUIst 3ar100iraH s panToBoi cepieBoi cmepri [2].

Y 2006 p. aBTopm i3 Temmn yHniBepcurtery y
Oinanenndii (CHIA) omucanu kiaiHiuHUN BUma-
nok noeaHanug TA ta TKMII y autunnm i3 cun-
npomoM JlayHa, sTka, Ha JKaJib, ToMepJia [6].

Kodliwadmath Ta criBaBT. omnucasu BHUMagoK
noeananuss TM ta TKMII y 2-micsunoi autu-
HU. ABTOPU HAroJIOCUIU Ha TOMY, 1[0 0OCTPYKIIis
BUXIJIHOTO TPaKTy JiBoro nurynouka npu F'KMIT y
namienTiB i3 TM cHiBBiIHOCUTHCS 3 BUPAKEHICTIO
1[iaHO3Y MallieHTa. A TaKOXK 3a3HAYUJIH, 1110 Ha ChO-
TOJIHI HEMa€ KOHCEHCYCY 1010 XiPYPTiYHOTO JiKYy-
BaHHsI KoMOiHaIii X Baz [3].

[Iepen BupitieHHAM MUTAHHS XiPyPriuHOl KOPEK-
1ii Bajim 10 yBaru cuiij 6patu (isiosorito 000X Ba,
ajpke 301IbIIeHa KiJIbKICTh KPOBI, 110 MOBEPTAETh-
sl 3 JIeTeHeBUMU BeHaMU B JIiBe Iepeziceps Mics
A0PTO-TTYJIbBMOHAJILHOTO TIYHTA UM TMOBHOI KOPEKITii
T® y narmienta i3 TKMIIL, npu HassBHOMY 3HIZKEHO-
My 06’eMi JIIBOTO IITYHOUKA Ta TiABUIIIEHOMY KiHIle-
BO-/[IaCTOJIIYHOMY TUCKY B JIiBOMY HIITYHOUKY MOKE
CTaTH TIPUYNHOIO PO3BUTKY HAOPSIKY JIETEHb.

[HIT PUBKMKK BKJIIOYAIOTH T€, IO Ticjst 301b-
IeHHsT 00CTPYKIIii BUXiJHOTO TPAKTY JIBOrO ILIY-
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