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PE3IOME

AKTyanbHicTb. BpompkeHa BIiACYTHICTb nmepukapda € pigkicHow aHomanieo 3 Bapia-
6enbHUMU Ta HecneundiYHUMKU KMiHIYHUMK nposiBaMu. [MowwmpeHicTb uiei natonorii y
nonynauii npuénusto 0,0001 — 0,044% i marxe BTpUYi YacTile cnocTepiraeTbCa cepen
YonoBikiB. CnpaBXHsi MOLUMPEHICTb, 3 ypaxyBaHHAM 6E3CMMNTOMHUX i HefliarHOCTOBaHMX
BMNagKiB, Npote, Moxe ByTn GinbLUoto.

MeTta po60oTH — BUCBITINEHHS exokapaiorpadivyHmx Ta TomorpadivyHMx 03HaK i30N1bOBaHOI
BPOOKEHOI BiACYTHOCTU nepukapaa.

Martepianu Ta metogm. lMauieHTka M., Bik 42 poku. Npu exokapaiorpadii BUABMMIOCH
HEMOXMUBUM OTPMMaTU CTaHOApPTHI eXo-300paxeHHs i3 TUNOBUX exokapaiorpadivyHnx
nigxodis Yepes BiACYTHICTb ex0-BikHa. MarHiTHo-pe3oHaHcHa Tomorpadisi Ta komm’'loTepHa
Tomorpadisi cepusi BUSIBUNM BUpaXeHy MiBopoTauiio cepus Ta NiATBEpAMnN HandacTiwmmn
BapiaHT BPOXXEHOI BiJCYyTHOCTI Nepukapaa — noBHy MiBoGiYHy BiACYTHICTb Nepukapaa.
PesynbratM Ta ix Oo6GroBopeHHsi. HaBegeHuii BunNagok intCTpye HecneuudiyHicTb
KNiHIYHOT CMMNTOMAaTWKN y MauieHTIB i3 BPOMKEHOI BIACYTHICTIO nepukappaa. Enektpo-
Kapgiorpama BusiBUna BiAXWIEHHsI OCi cepusi Bnpaso, brokaay npaBoi Hixku nydka llica,
HegocTaTHE HapocTaHHs 3y6usi R y npekapgianbHux BigBedeHHsiX. Ha peHTreHorpami
OpraHiB rpyaHoi KniTkM Yy nepegHbo-3afHii Npoekuii BUABMSAITb BUPAXEHe 3MilLeHHs
cunyeTy cepus BniBo 6e3 AeBisilii Tpaxei, BUOOBXKEHWI PIBHWUIA NIBUIA KOHTYp cepus Ta
HEMOXIMBICTb OKPECNEeHHS NpaBoro KOHTYPY, L0 CBiA4MTb NpO mniBOpoTaLilo cepus.
Exokappiorpadisi BusiBnsie HesBuMYanHy OpieHTauilo cepus B rpyaHid knitui, a came,
3MilleHHs1 cepusa (0cobnuBo, anikanbHUX CerMeHTiB) BniBo i fosagy. MNpu npaBobiyvHin
i nBOGIYHIV BiACyTHOCTI nepukapga npasi kKamepu AINCHO MOXYTb OyTuW po3LMpEeHnMMU,
iHOZi cnocTepiraeTbCsi NapagoKcanbHUA PyX MIKLLITYHOYKOBOI Meperopogky, BupaxeHa
He[oCTaTHICTL TPUCTYMKOBOrO KrnarnaHa, a TakoX rovgaHHs BepXiBku cepus. MarHiTHo-
pesoHaHcHa Tomorpadis Ta komm'loTepHa Tomorpadis cepusi 4O3BOMSE BUABUTU 3MILLEH-
HSA cepus y MiBy NOMOBWHY IPYAHOI KMiTKW 3i CNpsiMyBaHHSM BepXiBKWM cepus gosagy,
iHTepno3uuito nereHeBoi TKaHWHK MiX BUCXiZAHOK aopToko Ta CToBBYpOM nereHeBoi apTepil.
BucHoBkW. BpogpxeHa BiACYTHICTb nepukapga € pigkicHOK NaTororieto, y 3B’A3Ky i3 YiM
BOHa Moxe OyTn NnpobnemMHoto Ans AiarHOCTUKM, a iHOAI 3anNuULWaeTbCs | HeAiarHOCTOBaHOI.
MoenHaHHs1 exokapaiorpadii 3 MarHiTHO-pe3oHaHCHOK Tomorpadieto Ta/abo komn'toTep-
Holo TOoMmorpadielo [O03BONSE TOYHO [AiarHOCTyBaTW BPOMKEHY BIACYTHICTb nepukapaa
Ta OUIHWTM MOB’'sI3aHi i3 Hel pusnkK. BinbluicTb NauieHTiB i3 NMOBHUMU OOHOGIYHMMU
abo aBoGiYHMMU BapiaHTamMu BpPOMXEHOI BiCYTHOCTW Nepukapga MawTb CpUSITIIUBUNA
NporHo3 i He NOTPebyIoTb MiKyBaHHS.
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ABSTRACT

Background. Congenital absence of the pericardium is a rare anomaly characterized
by variable and non-specific clinical manifestations. The prevalence of this pathology
in the population is approximately 0.0001 — 0.044% and it is almost three times more
common in men. However, the real prevalence, including asymptomatic and undiagnosed
cases, may be higher.

Purpose — highlighting the echocardiographic and tomographic signs of isolated
congenital absence of the pericardium.

Materials and methods. A 42-year-old patient M. Echocardiography did not permit to
obtain standard echo images via typical echocardiographic approaches due to poor
acoustic window. Magnetic resonance imaging and computed tomography of the heart
revealed marked left heart rotation and confirmed the most common variant of congenital
absence of the pericardium, that is complete left-sided absence pericardial agenesis.
Results. The presented case illustrates the non-specificity of clinical symptoms in
patients with congenital absence of the pericardium. The electrocardiogram of the patient
showed right axis deviation, right bundle branch block, poor R wave progression in the
precordial leads. Chest X-ray in the anterior-posterior projection typically shows a pro-
nounced displacement of cardiac silhouette to the left without deviation of the trachea,
elongated left border of the heart and inability to delineate the right border, indicating
left heart rotation. Echocardiography revealed an unusual orientation of the heart in the
chest, i.e. the displacement of the heart (particularly, of the apical segments) to the left
and backwards. In cases when the pericardium is absent on the right and on both sides,
the right ventricle can indeed be enlarged, sometimes there is a paradoxical motion
of the interventricular septum, severe tricuspid regurgitation as well as the swinging
motion of the cardiac apex. Magnetic resonance imaging and computed tomography
of the heart enable detection of the displacement of the heart to the left half of the chest
with cardiac apex directed backwards, the interposition of lung tissue between the
ascending aorta and the pulmonary artery trunk.

Conclusions. Congenital absence of the pericardium is a rare pathology and thus it
can be challenging in terms of diagnosis, while sometimes it remains undiagnosed.
The combination of echocardiography with magnetic resonance imaging and/or com-
puted tomography allows to accurately diagnose congenital absence of the pericardium
and assess the risks associated with it. Most patients with complete unilateral or
bilateral congenital absence of the pericardium have a favorable prognosis and do not
require treatment.

Komorovsky RR, Palamarchuk YuO, Lubkovych Ol, Palamar TO, Hladkykh FV. Multimodality imaging and clinical
significance of isolated congenital absence of the pericardium. Ukrainian journal of radiology and oncology.
2021;29(3):116—124. DOI: https://doi.org/10.46879/ukroj.3.2021.116-124
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Ctatta € dparMeHTOM NfaHoBOI MikkadeapanbHOi
HayKkoBo-gocnigHoi poboTn TepHOMINbCbLKOro HauioHasnb-
HOro MeaguyHoro YyHiBepcutety iMm. |.A. TopbayeBcbkoro
MiHicTepcTBa 0xOpoHM 340poB’s YkpaiHu «KomnnekcHui
nigxin [0 KOHTponio cumnTomiB, 6e3nocepegHbOro i
BioJaneHoro nporHosy B ymoBax komopbigHoi natonorii B
KNiHiLi BHYTPILLHIX XBOPOO Ta NpakTuLi CiIMEAHOro mikapsi».
Homep gepxasHoi peecTpauii: 0118U000361, npuknagHa,
TepMiH BUMKOHaHHSA: 2018-2023 p., KepiBHUK — OOKTOP
Mean4HuX Hayk, npodecop CmisH C.I.

BCTYIN

BpooxeHa BiACyTHICTb nepukapaa (CUH. — areHesis
nepvkapga) € pigkicHoK aHomanie 3 BapiabenbHuUMM Ta
HecneumdidHMMKM KniHiYHUMK nNposiBamu. Lia naTonoria 3a
MKX-10 knacucpikyetbca sk 131.9 — xBopobu nepukapaa
(HeyTouHeHi), a 3a knacudikauiel pigkicHUXx XxBopob

The paper is a fragment of the planned interdepart-
mental research project of |. Horbachevsky Ternopil
National Medical University of the Ministry of Health of
Ukraine which is «A comprehensive approach to symptom
control, immediate and long-term prognosis of patients
with comorbidities in the clinic of internal medicine and
in family practice». State registration number: 0118U000361,
applied, period for performance: 2018-2023, supervised
by Doctor of Medical Sciences, Professor S.I. Smiyan.

INTRODUCTION

Congenital absence of the pericardium (syn. pericardial
agenesis) is a rare anomaly characterized by variable and
non-specific clinical manifestations. In accordance with
ICD-10, this pathology is classified as 131.9 — pericardial
diseases (unspecified), and according to the classification
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CepLeBO-CyAMHHOI CUCTEMUM B OCTaHHbOMY nepernsagi
(Kpakis, 2018), mabyTb, Hanexutb o knacy VIl — Heknacu-
chikoBaHi pigkicHi cepueBo-cyanHHi xopobu [1]. BpogxeHa
BioCyTHiCTb nepukapaa (BBI1) mae nowmpeHicTb y nonynauii
npuonuaHo 0,0001 — 0,044% i maike BTpuui vacTiwe
cnocrepiraeTbCa cepef 4YorosikiB. CrnpaBXHs noLlumpe-
HiCTb, 3 ypaxyBaHHAM 6e3CMNTOMHMX i HediarHOCTOBaHMX
BMNagkis, Npote, Moxe OyTu GinbLuoto [2, 3].

BBaxaeTbca, wo Bnepwe BBl onucas aHatom
Mateo Peanbpo Komomb6o (nat. Matthaeus Realdus
Columbus) i3 Magyi we y 1559 poui [2, 4]. 3 embpionoriy-
HOI Toyku 3opy BBIT 3ymoBrneHa MOpYLIEHHSM PO3BUTKY
nnesponepukapaiansHux membpaH [5]. Tak, Ha n’'aTomy
TWXKHI emMOpioHanbHOrO pPO3BUTKY NNeBpanbHa Ta nepu-
KapgianbHa NOPOXHWHWN MOBUHHI PO3MEXYBAaTUCS LUMSAXOM
dopMyBaHHA npaBoi Ta niBol nnesponepukapiganbHnX
CKrnagok: nepegyvacHa aTtpodois niBoi abo npaBoi kapau-
HanbHOi BeHu (mpotoku Kios’e [Cuvier]), KMOBIpHO,
CNPYYMHSAE MOPYLUEHHS KPOBOMOCTa4YaHHS i, BignoBigHO,
mManbdopmaldito npaeoi abo niBoi NnesponepukapaianbHoi
CKnagku, O 3rofoM MpOSIBNSETbCA K incunarepanbHUn
nepukapgianbHui gedekT [5]. HanyacTiwe cnoctepiraetbes
nosBHa nisobGiyHa BiacyTHicTb nepukapga (70%), Apani,
y NOpsaKy 3MEHLLEHHS 4acToTW, MayTb NoBHA nNpaBobiyHa
BiocyTHicTb nepukapaa (17%), noBHa ABobIYHA BiACYTHICTb
nepukapaa (9%) i BKpaw pigko 3ycTpivyaeTbCs 4acTkoBa
npasobiyHa abo niBobiyHa BiacyTHICTb nepukapaa (3—4%)
[2, 3, 6]. OcTaHHI BapiaHT, XO4 i HaMMEHLL MOLUMPEHWN,
ane Han4acrTiwe acoUuileTbCA i3 rPiHUMN yCKagHEHHAMMU
BBI1, TakuMu K repHiauia i cTpaHrynsuia kamep cepus
(HanuacTiwe — ByWOK nepeacepdb, a TaKoX CaMUX
nepeacepab i AiNAHOK LWYyHOYKIB), KOMNpecis maricTpans-
HUX CYAMH | KOpoHapHuX apTtepii [7]. IHwWi BapiaHTn
nepeBaHo 6e3CMMNTOMHI i BUSIBNAIOTLCS SK BUMNAAKOBI
3Haxigku. IHoai nauieHTn 3BepTaloTbCs 3 HecneungivHnMm
cMMnTOMamu, HandacTile, 3 aTMnoBuM Oonem y rpyaHin
knitui [8-10], a Takox — i3 3aguwkoto [11, 12], ronoso-
KpyXiHHSM [4, 12, 13], HepuTMiyHUM cepuebuTTam [13],
npecuHkonanbHMMuM ctaHamun [14]. 3pigka naudieHTn
CcKapXaTbCH Ha 3Ha4YHe MOCWITEHHS 3aOULLKW Y MOMOXEHHI
nexayn Ha npaBomy abo niBomy 6oui (trepopnoé).
IHOAQi MPUYMHOK 3BEPHEHHS MaUieHTIB € BUNaaKOBO
BUSABIIEHI 3MiHW Ha PeHTr'eHorpamMi opraHis rpygHoi KrniTku
(HanuacTiwe — BupaxeHe 3MileHHA cepus BriBo 6e3
SIBHUX NMPUYMH) abo HecneumdiyHi 3miHM Ha EKT.

BBIN 30ebinbworo € cnopaguyHol  i30fbOBaHOK
aHomanielo, ane Moxe MOELHYBATMCh i3 iHLWIMMKU Bagamu
pO3BUTKY, 30Kpema, gedekTamun MixnepencepaHoi nepe-
ropofku, aTtpesielo TpUKycniganbHOro KranaHa, OpoHxo-
reHHUMK KicTamu, gedopmauigMmu rpygHoi Knitkn (pectus
excavatum). BBl Takox moxe OyTu cknagoBow crekTpa
NnposBiB PigKICHNX BPOMKEHUX CUHAOPOMIB, Takux £K
BATEP (VATER) — cungpom (BeptebpanbHa naronoris,
ATpesisa aHyca, Tpaxeo-E3ogareansHa Hopuud, PeHanbHa
avcnnasis) abo cuHgpom [Manictepa — Kiniana (Pallister —
Killian), Bigomuin Takox sik TeTpacomis 12p [11].

MeTa po6oTU — BUCBITNIEHHS exokapaiorpadivyHux Ta
ToMOrpadivHNX O3HAK i3011bOBaHOT BPOAXEHOT BiACYyTHOCTH
nepukapga.

MATEPIAJIN TA METOAW OOCHNIAXXEHHA

KniHiyHun Bunagok

MauieHTka M., Bikom 42 poku, ckepoBaHa 4SS NpoBe-
OeHHs1 exokapaiorpadii B pamkax o6CTeXeHHs 3 npusoay
HecneumdivyHoro 6ono B rpyaHin KniTui (cunbHe nokonto-

of rare diseases of the cardiovascular system in the last
revision (Krakow, 2018), it apparently belongs to class VI,
i.e. unclassified rare cardiovascular diseases [1]. The preva-
lence of this pathology in the population is approximately
0.0001 — 0.044% and it is almost three times more common
in men. However, the real prevalence, including asympto-
matic and undiagnosed cases, may be higher [2, 3].

Congenital absence of the pericardium (CAP) is believed
to be initially described in 1559 by Matteo Realdo Colombo
(latin — Matthaeus Realdus Columbus), an anatomist from
Padua [2, 4]. From the embryological point of view, CAP
results from impaired development of pleuropericardial
membranes [5]. Thus, on week 5 of embryonic development,
the pleural and pericardial cavities should be separated
by the formation of right and left pleuropericardial folds:
premature atrophy of the left or right cardinal vein (Cuvier
duct) is likely to cause impaired blood supply and,
consequently, malformation of the right or left pleuroperi-
cardial fold later manifesting in the form of ipsilateral
pericardial defect [5]. Most cases are characterized by
a complete absence of the pericardium on the left (70%),
then, in descending order of frequency, there is a complete
absence of the pericardium on the left (17%), a complete
bilateral absence of the pericardium (9%) and, extremely
rare, partial absence of the pericardium on the right or
on the left (3—-4%) [2, 3, 6]. The latter type, although
being the least common, is most often associated with
severe CAP complications, such as herniation and stran-
gulation of the heart chambers (most often — the atrial
auricle, as well as the atria and ventricles themselves),
compression of the great vessels and coronary arteries [7].
Other types are mostly asymptomatic and appear as
accidental findings. Sometimes, patients are presented
with non-specific symptoms, most often with atypical
chest pain [8-10], as well as shortness of breath [11, 12],
dizziness [4, 12, 13], arrhythmic heartbeat [13], presyn-
cope states [14]. Occasionally, patients have significantly
increased shortness of breath in lying position on the right
or left side (trepopnea). Sometimes, patients seek medical
advice due to the changes accidentally detected on
chest X-ray (most frequently — an unexplainable
pronounced displacement of the heart to the left) or
non-specific ECG changes.

CAP is mostly a sporadic isolated anomaly, however,
it may be associated with other malformations, especially,
atrial septal defects, tricuspid valve atresia, bronchogenic
cysts, chest deformities (pectus excavatum). CAP can
also be a part of a spectrum of manifestations of rare
congenital syndromes, such as VATER-syndrome
(Vertebral pathology, Anus atresia, Tracheo-Esophageal
fistula, Renal dysplasia) or Pallister — Killian syndrome,
known as tetrasomy 12p [11].

Purpose - highlighting the echocardiographic and
tomographic signs of isolated congenital absence of
the pericardium.

MATERIALS AND METHODS

Case report

A 42-year-old patient M. was referred for echocardio-
graphy within the examination for non-specific chest pain
(severe tingling when changing body position for a long
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BaHHS NPV 3MiHi NONOXEHHS Tina npoTArom TpuBarnoro 4acy).
Y NOBCSAKAEHHOMY XUTTi MauieHTKa — CcensHka, skKa
HaraTto npautoe B Noni i Ha ropopi, a TakoX PerynspHo i3guTb
Ha ce30HHi poboTM 3a KOpAOH (30wmpaTu nomyHuuIo).
HapaHa enekTpokapgiorpama — B Mexax HopMmu. [Mpu exo-
Kapgiorpacdii BMABMIOCbL HEMOXIMIMBUM OTPMMAaTK CTaH-
[apTHI exo-300paxkeHHs i3 TMNOBMX exokapgiorpadivHmnx
nigxonis Yyepes BiACYTHICTb exo-BikHa. [MpakTUYHO HEMOX-
nvBoto Gyna Bidyanisauig MiBOro LWTyHOYKa Y MOMOXEHHI
nauieHTKM Ha niBomy 6oui i3 napacTepHanbHOro nigxogy
(puc. 1), Takox npobnemHo Oyno oTpumartu anikanbHi
300paxeHHs 3i 3BMYarHoro pgoctyny (puc. 2), i nvwe
npv 3milweHHi gaTuuka gosaay, go lin. axillaris post. y nono-
XKEHHI NauieHTKM nexayn Ha ChuHi, BAamoca oTpumMartu
HanexHi anikanbHi 306paxeHHst (puc. 3).

OkpiM BMpaXkeHOoi niBokapaii, acouiioBaHOi cepLeBoi
naTonorii y nauieHTkn BusBneHo He 6yno. BigTtak 3 nigos-
polo Ha BPOMXEHY BIACYTHICTb nepukapga nauieHTKy
ckepoBaHo Ha MPT-o6cTexeHHsa cepusa (6e3 KoHTpacTy-
BaHHSA) Ta Hu3bkogosoBe KT (6e3 KOHTpacTyBaHHs) Ans
YTOYHEHHS1 aHaToMii cepus Ta MNpuUnernuMx CTPYKTYp.
MPT i KT cepus BuABMIM BUpaxeHy niBopoTaLito cepus Ta
niaTBepaunu NiBobGivHy BiACYTHICTL Nepukapaa (pwvc. 4, a, 6).

time). In everyday life, the patient is a countrywoman
working a lot in the field and in the vegetable garden, along
with regular going abroad for seasonal work (picking
strawberries). Echocardiography did not permit to obtain
standard echo images via typical echocardiographic
approaches due to poor acoustic window. It was almost
impossible to visualize the left ventricle in left recumbent
position of the patient from the parasternal approach
(Fig. 1), it was also difficult to obtain apical images from
the standard approach (Fig. 2), and only when moving
the transducer back to lin. axillaris post. in the supine
position of the patient, it was possible to obtain the appro-
priate apical images (Fig. 3).

Except for pronounced levocardia, no associated
cardiac pathology was detected in the patient. Therefore,
with the suspicion of congenital absence of the pericar-
dium, the patient was referred for cardiac MRI (without
contrast) and low-dose CT (without contrast) to clarify
the anatomy of the heart and surrounding structures.
MRI and CT of the heart showed a pronounced left
heart rotation and confirmed the left-sided absence of the
pericardium (Fig. 4 [a, b]).

Puc. 1. Cnpob6a Bi3yanisauii cepus 3 niBoro napactepHarnbHOro nigxoay:
HEMOXITMBO Bi3yanidyBaTu NiBWUIN LUNYHOYOK Y 3B’A3KY 3 poTaLji€eto cepLs BepXiBKO nareparnbHo i o3ay
Fig. 1. Attempt to obtain a view from the left parasternal approach:
it is impossible to visualize the left ventricle due to the lateral and posterior rotation of the heart apex

Puc. 2. Cnpoba Bisyanisauii 3 anikanbHoro niaxoay:
aTvnoBe YoTUpUKaMepHe 300paxeHHst cepLs y 3B’3Ky 3 MOro poTaLieto BEpXiBKOIO natepanbHo i Ao3agy
Fig. 2. Attempt to obtain an image from the apical approach:
atypical four-chamber view of the heart due to lateral and posterior rotation of its apex
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Puc. 3. Bisyanizauis yoTuprkamepHoro 306paxxeHHs1 Npy 3MiLLEeHHi AaTymKa 40 3a4HbOI aKCUNSAPHOI MiHii
Fig. 3. Obtaining a four-chamber view when the transducer is shifted to the posterior axillary line

ala
Puc. 4. MPT cepus (a) i KT cepus (6), Lo AEMOHCTPYIOTb BUPaXeHY poTaLlito cepus BniBo i Ao3aay,
3yMOBMEHY BPOAPKEHOLO BIACYTHICTIO Nepukapaa. EnemeHTn nepukapaa npycyTHi cnpasa (CTpinkm)
Fig. 4. MRI of the heart (a) and CT of the heart (b), showing a pronounced rotation of the heart to the left and backwards,
resulting from congenital absence of the pericardium. The pericardium elements are present on the right (arrows)

PE3YNbTATU TA IX OBFOBOPEHHS

HaBegeHun BuMNagok inCTpye HecneuudivHicTb Khi-
HiYHOI cumnTOMaTKKM y nauieHTiB i3 BBI. ATunosi 6oni B
rPYOHIA KNiTUi NnoyYaTKoBO po3uiHOBanucb Sk 6oni Bep-
TeOpOreHHOro XxapakTepy, 3yMOBIEHi TSKKOKW npaueto
B nori, NpoTe B CBiTNi 4iarHOCTOBaHOI NiBOGIYHOI BiACYTHOCTH
nepvkapaa HeMOXITMBO BUKITOYUTU | CpaBAi «CepLeBoro»
KOMMNOHeHTy cumnTomiB. EKIM-3MiHn y nauieHTky 6ynu Hecne-
undidHMMK (pyc. 5) i 3icTaBneHMMKM 3 paHille onnucaHumm
B niTepatypi 3miHamu: Hepigko Ha EKI™ y Takux nauieHTiB
BMSABNAOTL Gnokagy npasoi Hixkkv ny4ka lica, HegocTaTHE
HapocTaHHa 3ybus R y npekapgianbHuX BiaBeOoEHHSX,
BioXuneHHs oci cepus (BniBo abo Bnpaso) [4, 6], iHogi —
BMpaXeHi nignomm Toukn J y natepanbHux BigsegeHHsx [14].

Ha peHTreHorpami opraris rpygHoi KniTku y nepegHso-
3a/iHi NPoeKUii BUABNSAIOTb BUPaXEHe 3MiLLLEHHS CUnyeTy
cepus BniBo 6e3 aeBisuii Tpaxei, BWUOOBXEHWUA pPiBHUN
NiBUI KOHTYpP cepLs Ta HEMOXXNMBICTb OKPECIIEHHSA NPaBOro
KOHTYpy, WO CBigYMTb nNpo niBopoTauito cepus [4].
OpHak, 9K 3acBigyye Len BMNAfoK, a TakoX AaHi nitepa-
Typu [4, 10], y peanbHii KniHiYHIN NpakTULi peHTr'eHonoriy-
HUM 3MiHaM He 3aBXOW HaOalTb HANEXHOro 3HaJYeHHS.
Exokappaiorpadis BusABNsE He3BMYaHy OpieHTauilo cepus
B rpygHi kniTui, a came, 3MiweHHa cepuda (ocobnueo,

6/b

RESULTS AND DISCUSSION

The case under study exemplifies the non-specificity
of clinical symptoms in patients with CAP. Atypical chest
pain was initially interpreted as vertebrogenic pain
caused by hard work in the field, however, in view of the
diagnosed absence of the pericardium on the left, it was
impossible to exclude a truly «cardiac» component of
symptoms. ECG changes in the patient were non-specific
(Fig. 5) and consistent with the changes previously
described in literature: right bundle branch block, poor R
wave progression in precordial leads, left or right heart
axis deviation [4,6], sometimes — prominent J-points in
the chest lateral leads [14].

Chest X-ray in the anterior-posterior projection shows
a pronounced displacement of cardiac silhouette to the
left without deviation of the trachea, elongated smooth
left border of the heart, and the inability to delineate the
right border, indicating left heart rotation [4]. However,
as evidenced by this case, as well as by the literature
data [4, 10], in real-world clinical practice radiological
changes are not always given due importance. Echo-
cardiography reveals an unusual orientation of the heart
in the chest, i.e. the displacement of the heart (apical
segments, in particular) to the left and back. At the same
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aVl

Puc. 5. EKI nauieHTku, Ha sikoMmy BUOHO BiAXWINEHHSI OCi cepLs BNpago,
HernosHy Bnokaay npasoi HixXku nyyka lMica (komnnekeu rsR' y V1-V2), HegocTtaTHe HapocTaHHA 3ybusa R
y NpekapAianbHuX BiaBeaeHHsAX (komnnekey Tuny rS'y V3-V6) Ta HecneuundivHi MopyLUEeHHS penonspusadii
Fig. 5. ECG of the patient showing right axis deviation, incomplete right bundle branch block (rsR' complexes in V1-V2),
poor R wave progression in the precordial leads (rS complexes in V3-V6) and nonspecific repolarization abnormalities

anikanbHUX CermeHTiB) BniBo i go3agy. Mpu ubomy iHoAi
MOXe MOMMUIIKOBO BMAaBaTUCH, WO MpaBi kamepu pos-
wimpeHi (puc. 2). Mpu npaBobiyHin i ABOGIYHIA BigCYTHOCTI
nepukapga npasi kamepu AiCHO MOXyTb OyTu poswmpe-
HUMWK, iHOAI CnOCTepiraeTbCs NapagoKcanbHUN pyX Mixk-
LUITYHOYKOBOI MEeperopojky, BUpaXKeHa HeOoCTaTHICTb
TPUCTYNKOBOIrO KramaHa, a TaKoX roigaHHst (swinging
motion) BepxiBkn cepusa. Kim Ta cniaBT. [15] obrpyH-
TyBanu [JOUuifbHICTb 3MiHM MOMOXEHHA nauieHTa Ans
exokapgaiorpagiyHoi giarHocTukmn niBobivyHoi abo gBoGIYHOT
BiJCYTHOCTW Nepukapga.

Khayata Ta cniaBT. [16] i Xu Ta cniBaBT. [4] 3anpo-
MOHyBanu cucTemMaTUYHWA nigxiaq 0O BEOEHHS XBOPUX
i3 BBI. Ona nigTBepmkeHHa paiarHody BBIT HeobxigHO
MPT i/abo KT obGctexeHH. B obox Bunagkax AoBeHHe
BBELEHHS KOHTPAcTy He € 060B’sAi3koBMM. 3a [4OMOMOro
uMxX MeTopfiB, OKpiM Bpaky TKaHWHU NepyKapaa, BUSIBMSAOTb
3MilLleHHss cepus Yy niBy MOMOBWHY [PYAQHOI KNiTKM 3i
CnpsiMyBaHHsIM BepXiBKM cepus [o3agy, iHTepnosuuito
rnereHeBoi TKaHWHM MiX BMCXiQHOK aopTo Ta CTOBOYpOM
nereHeBoi aptepii. Kpim Toro, KT gossonsie AOCTOBIpHO

time, sometimes it can seem by mistake that the right
chambers are dilated (Fig. 2). In case of right-sided and
bilateral absence of the pericardium, the right ventricle
can indeed be dilated, sometimes there is a paradoxical
motion of the interventricular septum, severe insufficiency
of the tricuspid valve, as well as swinging motion of the
heart apex. Kim et al. [15] proposed the change of the
patient’s position for echocardiographic diagnosis of left
or bilateral absence of the pericardium.

Khayata et al. [16] and Xu et al. [4] suggested a syste-
matic approach to the management of CAP patients.
MRI and/or CT scans are required to confirm the
diagnosis of CAP. In both cases, contrast enhancement
is not required. These techniques, in addition to the lack
of pericardial tissue, may detect the displacement of
the heart to the left of the chest with the direction of the
heart apex backward, the interposition of lung tissue
between the ascending aorta and the pulmonary ar-
tery trunk. In addition, CT makes it possible to reliably
exclude alternative causes of heart displacement to the
left (e.g., atelectasis, pulmonary hypoplasia).
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BUKINIOYMTM  anbTepHaTUBHI

NPUYMHM  3MILLLEHHA cepud

BMiBO (aTenekTas, rinonnasis nerexi).

B onucaHomy BuNagky y nauieHTKU BUSBNEHO Haw-

yacTiwwnn BapiaHT BBI1, a came, noBHy niBobGiyHy BiacyT-
HiCTb Nepukapaa. Llen BapiaHT acoLitoeTbCA 3i CNPUSATIIMBUM
NPOrHO30M, Bi4NOBIAHO, CTOCOBHO NauieHTkn Byrno o6paHo

TAKTUKY CRNOCTEepEXEeHHA.

Mpn HeBenuKMX CUMNTOMHUX

4YacTKOBUX AedeKTax, NPy AKX 3pOCTa€ PU3MK MNOTEHLIHO
cMepTenbHUX YCKNnagHeHb (CTpaHrynsuii kamep cepus,
KOMnpecii BENUKUX CyOMH KpaeM nepukapaa) AOUiNbHO
PO3MMAHYTU MOXIUBICTb XipypriYHOro fikyBaHHS, BapiaHTu
SIKOTO BKIOYAKOTb NepUKapAionnacTuky, XipypridHe po3Luu-
peHHa AedekTy nepukapaa LWnsaxom pesekuil nepukapia
abo nepukapaekTomito [5, 6, 16].

BUCHOBKHU

1. BpooxeHa BiACYTHICTb nepukapga € piakiCHO

naTonorieto, y 38’a3Ky 3 YuM BOHa Moxe ByTn npobnemHo
Ons AiarHOCTUKWM, a iHoAi 3anULWAaEeTLCs | HediarHOCTOBaHOH.

2. lNoegHaHHs exokapgiorpadii 3 MPT i/abo KT

[O3BONSE TOYHO [JiarHOCTyBaTM BPOMKEHY BiACYTHICTb
nepvkapaa Ta OUiHUTU NOB’A3aHi i3 He PUSMKN.

abo

3. binbwictb nauieHTiB i3 NOBHUMW OQHOGIYHMMU
ABOGIYHMMY  BapiaHTamMn  BPOMKEHOI  BiACYTHOCTI

nepukapga MawTb ChApUATAMBUIA NPOrHO3 | He noTpe-
OytoTb NiKyBaHHS.

CMUCOK BUKOPUCTAHOI NITEPATYPU

In the case under study, the patient had the most

common CAP type, i.e., complete absence of the pericar-
dium on the left. This type is associated with a favorable
prognosis, respectively; in relation to the patient, the
monitoring approach was chosen. In case of small sympto-
matic partial defects associated with increasing risk of
potentially fatal complications (strangulation of the heart
chambers, compression of large vessels by the pericar-
dium), it is advisable to consider surgical treatment,
the options of which include pericardioplasty, surgical
expansion of the pericardial defect by resection of the
pericardium, pericardiectomy [5, 6, 16].

CONCLUSIONS

1. Congenital absence of the pericardium is a rare

pathology which is difficult to diagnose and sometimes
remains undiagnosed.

2. The combination of echocardiography with MRI

and/or CT scans make it possible to accurately diagnose
congenital absence of the pericardium and to assess the
associated risks.

3. Most patients with complete unilateral or bilateral

congenital absence of the pericardium have a favorable
prognosis and do not require treatment.
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lMepcnekTMBU NnoganbLUNX AOCHIAXKEHb

BoockoHaneHHa KpuTepiiB OiarHOCTUKM i30MbOBaHOI BPOOXKEHOT
BiJCYTHOCTiI nepukapga 3a AaHuMmu exokapgiorpadii 3 mMarHiTHo-
pe3oHaHcHO ToMorpadieto Ta/abo KoMm'loTepPHO ToMorpadieto
3a KOMMEKCHOTO MiAXoAY A0 CBOEYACHOIO BUSBMEHHS Ta NiKyBaHHS
Y KMiHiLi BHYTPILLUHiIX XBOPO6.
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Prospects for further research

the criteria for diagnosing isolated congenital

absence of the pericardium according to echocardiography
with magnetic resonance imaging and/or computed tomography
via a comprehensive approach to the timely detection and
treatment in internal medicine.
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