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[TyxnnHM cepus AOCUTH PIKO 3yCTpiyaroTbes B AiTeil. Pabaomioma € nyxnuHO, fka LiarHOCTYeTbCA HalyacTille i CTaHOBUTb 6/113bk0o 35,9-89% nyxmnmH cepus B
uTAYOMY BiLli. Y po60Ti HaBeAeHO OrNSL NiTepaTypy Ta ONUCAHO CKNALHWIA Ans AiarHOCTUKM BUNAZOK NaLlieHTa 3 pabaoMiomMoto Npasoro LWiyHo4Ka i TeTpagoto danno.

Knto4oBi cnoBa: nyxnmHn cepus, pabgomioma cepus, Litu.

Pefkoe coyeTaHue BPOXAEHHOM0 NOpoKa cepaua ¢ pabgomiomoii cepaua

W.10. ABpameHko

JIbBOBCKNIA HAUMOHAMbHBIA MeANUUHCKIA YHUBEPCUTET UMEHN [anuna Fanuukoro, praI/IHa

Onyxonu cepALa LOCTATO4HO PeAKO BCTpeYatoTes y AeTel. Pa6aomuoma saBAseTcs 0nyxosbio, KOTopas Haubosee 4acTo AUarHoCTMPYeTCs U COCTaBNSET 0KOSO0
35,9-89% onyxoneii cepaLa B AeTCKOM Bo3pacTte. B paboTe npusefeH 0630p NuTepatypbl U NpeacTaBneH CNoXHbIA ANg AWarHOCTUKK Cryyai naumeHTa ¢

pa6soMNUOMOIA NPaBoro Xenynoyka u tetpagont danno.
KntoueBble cnosa: onyxonu cepaua, pabaommoma cepaua, fet.

[Iyxnunu cepiisi HaA3BUYANHO PIAKO 3yCTpi-
YAI0THCS B TIeIaTPUUHIH moMmyJisiii. 31e0i1boro
e 0OPOSIKICHI HOBOYTBOPEHHSI, SIKi JIOKAJi3y-
I0TbCS B IMOPOKHWHAX cepis, Miokapai abo
K TIepUKap/i. 3a JaHUMK aBTOIICIi, PiBEeHb TIOIIH-
PEHOCTI NMEPBUHHUX IYXJUH ceplis 1 nepukapia
B jiteii pisnoro Biky cranoButb 0,0017-0,28%.
HesBaxkaioun na te, mo Von Recklinghausen
BIIEpIIIE ommcaB padbaoMiomy cepis mie y 1862 p.,
CHOTO/IHI MOJKHA 3HATH He Tak OaraTto IOBiIO-
MJIEHD TIPO ITYXJUHU CEePIlS B AUTIIOMY Bitli [12].
[Ile meHIIIE BiZIOMO 1IPO MYXJIMHU CePILs Y peTasb-
HoMy Tiepiozi [4, 5]. ¥ 1982 p. de Vore 3i criiBaBTO-
pamu BIIepIIe AiarHOCTYBAJIN Iy XJIMHY cepIisd BHY-
TPiHBOYTPOOHO. B eMOpioHasbHOMY mepioi
yacrota myxJun cepis cranoButh 0,14% [12].
Holley G. 3i cmiBaBTOpamMu IpoaHaidyBain
14 Tuc. pesysptatiB exokapaiorpadii (ExoKTI)
minona [3]. Ilyxamau cepusi miarnoctoBani y 19
(0,14%) mwnoxis. TlokasaHHAMM A/ 1IBOTO 0OCTE-
SKeHHS 37e01IbIIOTO CTaau 3MIiHM, BASBIICHI T
Jac aKyImepchbKOTO YJIbTPA3BYKOBOTO JIOCIHIi-
mkennst (Y3]l), a takox mgiaber y BariTHOI,
dbeTabHi TTOPYIIEHHS] PUTMY CEPIS TI0/a, Ty6e-
PO3HUI CKJIEPO3 y MaTepi Ui B aHaMHe3i. 3 OTJIs Ly
Ha 3HWXKEHHSI 4acTOTH IIyXJUH ceplsd B JiTeil
Micas  HAapO/KEHHS  aBTOPW  TPUITYCTHUJIH,
0 TYXJIMHUA CEePIlS TIoAa 3/e6iabiioro 1o0po-
SKICHI, a BiITAK MOXKYTh 3MEHIITYBAaTUCS B PO3Mi-
pax 4M 3HUKATH IIi/l 4aC BHYTPIIHbOYTPOOHOTO
po3BUTKY. Ilicist HApOKEHHS IUTUHNA TPAKTUYHO
50% myxyauH cepus MiAAAIOTbCS, 3a JaHUMHU
ExoKT, perpecii. [TosoBuHa 3 1TUX MyXJIMH 3HUKAE
MOBHICTIO, i 1Ile B TIOJIOBUHU BiZI0YBa€THCSI YACTKO-
Ba IHBOJTIOITiS.

Kriniuna manidecrariis nmyxanH ceprigd 3ajie-
SKMTDb BiJl 1X PO3MipiB, JOKasi3allil Ta KiJIbKOCTI.
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[TyxauHu HEe3HAYHOTO PO3MIPY B OJTHOMY 3i 11LJIY-
HOYKIB MOKYTb OyTH acuMIITOMHUMHE. THMLIBTPa-
i MyXJWHOIO MioKap/ia MPU3BOAUTH J0 BAKKOI
CepIEBOI HEJIOCTATHOCTI Ta CMEPTI.

[Tyx/IMHU BEJIMKKUX PO3MIpiB, SIKi TPOaadyoTh
y TIOPOXHUHY Ceplis, MOXYTb BUKJIUKATH
06CTPyYKIIio MoToKy. ['eMonHaMiuHi MOpYyIIeHHSsT
3a OOCTPYKIIii BUXIZIHOTO TPAKTy OJHOTO 3i 1LIy-
HOUKIB BBaXKalOTbCSl 3HAYYIIMMU, KOJU ITIKOBUN
IPAZliEHT  CUCTOJIIYHOTO THUCKY II€PEBUIIYE
50 MM pT. cT. Besmuki myxsimHu MOKYTh 3MEHIITy Ba-
T 00'€M TOPOKHUHU IIJIYHOYKIB i THUM CaMUM
3HMIKYBATH (DYHKITIIO BUKHULY, MO B Pe3yJbTaTi
MIPU3BOAUTH /10 CEPIIEBOI HEIOCTATHOCTI, HABIThH
6e3 3BY)KEHHsS BXIJIHOTO YK BUXIJIHOTO TPAKTY.
Y 21,3% maitienTiB i3 MyXJuHAME CIIOCTEPITAIOTh-
¢4 CyIyTHI aHoMautii cepiid [8].

3a JlaHUMM MYJBTUIIEHTPOBOTO JIOCJII/[KEHHS
€BpornelicbKoi acolliallii IUTIYNX KapioXipypris,
y 73% pmiteit 3 MyXJUHOIO CepIsd BiMI4aeThCs
OJlHe HOBOYTBOPeHHs, Y 23% — MHOKUHHI ITyXJTH-
uu. HatomicTh mpeHaTasbHO 1€ CIiBBIIHOIIEHHS
cranoBuTh npaktuyno 1:1. IlepeBaskHa GinbiricTh
MyXJUH ceplid B AUTAYOMY Billl JOKAII3YETHCA
BHYTpIlIHbOCepIieBo (82%) i smtie y 14,6% Bumaj-
Kax — eKkcTpakapmiaabHo. biamsbko 20% myx-
JIVH TIOEAHYIOTHCS 3 IHIIMMU CEPIEeBUMHU aHOMa-
gisgmu [8].

Haituacrinie nyxJauHU cepiid € MNPUINHOIO
nopyluieHb putMy. Buaciiziok BTAryBaHHs B 11aTO-
JIOTIYHUM TIpoliec MPOBiIHOI CUCTEMU CEPIld BUHU-
KafoTh apuTMii. OTimcaHo BCi Pi3HOBU/IN aTPiOBEH-
TPUKYJISPHOT GJIOKA/N, HAANIIYHOUKOBI Ta I1LTY-
HOUKOBI TMapoKCHU3MaJIbHI Taxikap/ii, CHHAPOM
Taxi-Opaji, a TaKoX CHHIPOM pPamToBOi CMepTi
BHacJaioK  Gibpuisanii  muryHoukis.  Bumir
y TOPOXKHUHY IepuKapia Moxe CIPUYMHUTH
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Tammonany cepus. [Ipu okio3ii KopoHapHUX
Cy/uH, imeMii MioKap/a JiTH cKap:KaThCst Ha Oisb
y aissiati cepirst. CTeHO3 TPUCTYIKOBOTO KJalaHa
BHACJIJIOK ITyXJIMHU CYIIPOBOJI)KYETHCS B HOBOHA-
POJIKEHUX I[iaHO30M.

Paboomioma — 11e TyXJIMHA, sIKa 3yCTPIYaEThCs
HaifluacTime i cTaHOBUTH OaU3bKO 35,9-89%
MyXJWH cepiis B autsadomy Bini [8]. Crocrepira-
€THCSI 3aJIEKHICTb MIXK PO3TOJIJIOM TiCTOTHUIIB
MyxJinH i BikoM autunu. [Tommpenicts padpomiom
HaliBUINA B MeEpIIOMY KBapTaJji JAUTUHCTBA i,
K IPaBUJIO, HaifuacTimie omucani pabpoMiomu
B HOBOHAPOKEHNX ab0 HABIThH y IJIO/AIB IIPH IIpe-
naraspHoMy ExoKI Baritnmx. Ile HaBOAMTH Ha
IYMKY, 10 Taki MyXJWHU MalOTh BPOKEHUI
reHes. PabpomMioMu MOKYTh JIOKaJi3yBaTHUCS
B 1epejcepasx abo y BUIbHIN CTIHII IUTYHOYKIB,
MpoTe HayacTilie BUHUKAIOTh Y MIKIILTYHOUKO-
Biit meperunt. [lyxinna He Ma€ HiXKKH, 1 OTU3BKO
50% pabmoMioM pOCTYTh Y TIOPOKHIHY KaMep CePIIs.
Binbiricts paboMioM MHOMKMHHI Ta OZHOPIIHOI
exorennocti Ha ExoKT. Andres S., Albert 1., Moreno
C. 3i cmiBaBrOopamu tpotgarom 1977-2007 pp.
crioctepirasu 27 TEpBUHHUX NYXJUH CepIis
y HeMOBJIAT. Lli myxX/auHu 3ycTpivaiucs 3 OJ[HAKO-
BOIO YaCTOTOIO K Y XJOMYHUKIB, TaK i B J[iBUATOK.
3a gormomororo ExoKI giarHocroBano pabmpomio-
my B 20 (74%) nanientis. Y 13 (48%) narienris
i3 pabmoMioMoI0 ceplilst 3 YacoM BigOyJacsi CIIOH-
TaHHa perpecis nyxsiunau. Ay 15 (75%) miteii
3 pabIOMiOMOI0 B TOATBIIOMY iarHOCTOBAHO
TyOeposuuii ckimepo3 [10]. ¥V 3BiTi €Bpomeiicbka
acorialfisg JAUTSYUX KapAioXypypriB 3a3Hauuia,
mo y 10 (11%) i3 89 naiieHTiB AiarHoCTy€THCS
TyOGeposHuii ckiepo3s [8]. HatomicTs, 3a pesyibra-
TaMM €HieMiOJIOTIYHUX JOCIIIKeHb, TyOepO3HUA
ckiiepo3 Bigmivaetbess 'y 0,017% wnHoBoHapomKe-
Hux. [Ipudomy B giTeil yacTiiie, HixK y JJOPOCTUX,
CTIOCTEPITAIOTHCST PAOIOMIOMHU TP TyOEPO3HOMY
ckiIeposi. 3B'A30K MiK pabmaoMioMOI0 cepis
i TyOEpO3HMM CKJIEPO30M [[ABHO BCTAHOBJIEHUI.
¥ 1992 p. Bu3HaueHO HOBI KpUTEPii AIarHOCTUKU
TyOEPO3HOTO CKJIepo3y. BUSBIEHHS MHOKUHHUX
pabaoMioM ceplisl BHYTPIIHBOYTPOOHO ab0 B paH-
HbOMY JIUTSYOMY Billi € JOCTATHIM /IJIs BCTAHOBJICH-
H4 11bOT0 JIIarHO3Y 1 B JIAHWH 9aC BBAYKAETHCS PAHHIM
MapKepoM TyGepo3HOrO CKiiepody. Ajie GiIbImicTh
OIMHUYHKX PabOMIOM CepIIs TeK 0B s13aHi 3 Ty6Oe-
posuuM ckaepozom. Oxuak Holley G. si ciiBaBro-
pamu I1iJi 4ac BOCBMHUPIYHOTO CIIOCTEPEKEHHS He
BUSIBUJIA O3HAK TYOEPO3HOTO CKJIEPO3Y B JKOIHOI
JIMTUHU 3 €IMHOT0 pabaomiomoro cepist [3].

JliarsocTuky pabpoMioMu, sIK i iHIIUX MyXJIMH
ceplis, MPOBOJIATH 3 J0TIOMOTOI0 METO/IiB Bi3yari-
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saiii. Icropis Bisyamizawuii cepus Gepe II0YaTOK
3 1895 p., xonu Oyiu BHHANAEHI PEHTreHIBCHKI
npomeni. Heszabapowm, y 1919 p. [lantep ormucas
kapaioropakaspauii igexc (KTT). Ilpore cran-
JlapTHa peHTreHorpadis opraHiB rpPyHOI KJITKH
MOJKe B3araji He BUSBUTHU 3MiH TPU MYXJUHAX
cepirsi. CriopainyHO BUHUKAE KAJIBIIMHO3 MyXJIH-
HU, HaiiyacTiie y BUIaaKy padgomiomu abo Jino-
MU. Bumit y nopoxnuny nepukapza, gk €auHa
O3HaKa IIyXJMHU Ceplis, ONUCAaHUil y JiTeil 1pu
pabsomMioMi 3 cepIeBOI0 HEAOCTATHICTIO 1 Tpu
capkoMi mpaBoro rnepezcepad [11].

Metomom BUbGOpY, SIKUil ga€ 3MOTy imeHTHI-
KyBaTH yxJunu cepiist, € ExoKTI. Ynepiie myxim-
Hy cepus 3a jgonomoroilo ExoKI' giarnocrysas
Shattenberg y 1968 p. Cyuacna ExoKI wuacto
HAJIa€ I0CTATHIO KiJIbKICTb IaHUX CTOCOBHO HasIB-
HOCTI MyXJUHU ceplid, 11 JoKaJi3allii, BeJUIYuHH,
PYXOMOCTI 1 B3a€EMO3B'S3Ky 3 aHATOMIYHUMU
CTPYKTypaMu, 0coOJMBO  TpaHcesodaraibHa
ExoKI, gaka 103BoJIsI€ JOKJIAJHO Bi3yasidyBaTu
Kamepu ceplisl, OCKIIbKU YJIbTPa3BYKOBUI IIPO-
MiHb MUHAE JIeTeHi, KOCTi Ta M's13u. Besuki myxiim-
HU TIPABOrO ILJIYHOYKA AOCTYIIHI st Oiorcii i
KOHTpoJieM TpanctopakanbHoi ExoKI [1].

MarnitHo-pesonancua Tomorpadis (MPT)
HIMPOKO 3aCTOCOBYETLCA B KJiHimi Jjmime 3 80-x
pokiB XX crositrst. HaykoBi po3po6ku i BIoCKO-
Hasenast MPT wazaots crienianbHy iHGOpMaIlio
11po MOPGOJIOTIIO 1 (DYHKITITO CEPIIS, OIIHKY KPOBO-
TOKY depe3 KaMepH i KJalaHu, a TaKOK BUXO/ATh
JaIeKO 3a MeKi TOro, 10 MOJKHA TOOAYUTH
3aB/SIKM IHIIMM MeToJlaM Bi3yaJizallii cepiis,
OCKIJIBKM MarHiT i1 pajiovyacToTHa TEXHOJOTis
MOKYTb OYTH KOPUCHUMH y BU3HAYEHHI CKJIALy
TKaHuHU. MikHapo/iHa TPylla eKCIepTiB i3 meia-
TPUYHUX JIAarHOCTUYHUX PAi0JOrIUHUX IIEHTPIiB
[POBEJIa PETPOCHEKTHBHE 0OaraToneHTPOBE 0C-
gijpkenHs pesynabratiB. MPT cepig B giteit
i mpoanamidyBasa 300paxkeHHs1 78 miTeil BiKOM
110 18 pokiB (cepeiHiil Bik HA MOMEHT TIPOBE/IEHHS
MPT cranoBus 3 pokn) i3 15 1eHTpiB y 4 KpaiHax
cBiTy. MeToio nociipkeHHst OyJi0 BCTaHOBUTH
MPT-xpurepii ricTosoriuHo Pi3HOMAHITHUX
MyXJIMH CepIsl B ANTSAUOMY Billi. EkcniepTn, siki He
3HAJIM TiCTOJIOTTYHOTO JIiarHO3Y, BCTAHOBUJIN I1pa-
BUJIBHMIT JiarHo3 Ha ocHoBi MPT-300paskeHb
y 97% BUIIAJIKIB, OKPIM TOTO, OTIMCAJIN TaKi XapaK-
TEPUCTUKU MyXJIMHU: PO3MIp; JIOKAIi3allil0; HasIB-
HICTb BUIIOTY B TUIEBPAJbHII ab0 B MOPOKHWHI
nepuKapa; reMOAMHAMIUHI TIOPYTIeHHS, 3yMOBJIe-
Hi nyxJmHOW; xapaktepuctuky MPT curnamny
TKaHUHU [yXJUHU (OJHOpiZiHA — TeTeporeHHa,
obmesxkena — indinbrposana) [2]. Takum uyuHOM,
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kosm 3a joromoroio ExoKI He Mae 3moru TouHO
BU3HAUUTU TUIl ITyXJIMHU, cJif npoBoautu MPT
cepiist 1t acbepeHtIiianii J00posKiCHUX 1 3JI0sIKic-
HUX IyXJIUH. ¥ TPeTHHI BUIQ/IKIB 3a JOIOMOIOIO
koMt torepHoi Tomorpadii (KT) i MPT moxna
TOYHO BU3HAUYUTU MiCIle PO3TallyBaHHS 1 B3ae-
MO3B'SI30K TYXJIMHH 3 OTOYYIOUYUMU CTPYKTypPaMU.
JIikyBaHHS i TAKTHKA BEJECHHS TAIIEHTIB i3 pad-
JIOMIOMOTO CEepIlSI BKJIIOYAE CIIOCTEPEKEHHS 1 CUM-
NTOMATUYHE JIKYBaHHS, PE3EKI[il0 IyXJIUHU.
Ockinbku pabaoMioMa ceplis B fIiTeil € 100posiKic-
HOIO TYXJIMHOIO, TO MAIIEHTH MAaIOTh IepebyBaTu
ITiJT KOHTPOJIEM KapioJiora y 3B'SI3KY 3 PU3UKOM
BUHUKHEHHS MOPYIIeHb puTMy. TamIoHama cepiid,
3yMOBJIEHa BUIIOTOM Yy TIOPOKHUHY TepUKap/a
9 KOMIIPECIEI0 TIEpUKap/Ia, MOXKe TOTpeOyBaTH
MIPOBEJIEHHS PE3€eKIlil yacTUHU niepukapiaa [7].
Xipypriute JikyBaHHS HeOOXi/HE B Pa3i BUHU-
KHEHHS CEePHO3HNX TMOPYIIEeHb S MOTOKY KPOBi
B KaMepax cepirsd. Onmcano pi3Hi XipypriuHi TexHi-
KU orepaliiii Ha Bisikputomy cepiii [6]. Metomom
3 BHOOPY € MOBHA Pe3eKIlist MyXJIuHH, 32 HeoOXi/l-
HOCTI, Y TO€JHAHHI 3 PEKOHCTPYKTUBHOIO ollepa-
mieio [9]. €spomneiicbka acoriaiig AUTIINX
Kap/ioXipypriB ONPUIIIOJIHUIIA PE3YIbTaTH MYJIbTH-
IIEHTPOBOTO JOCTIIKEHHS PAaHHIX 1 TMi3HIX Pe3yJib-
TaTiB  XipypriuHoro JiKyBaHHS HEPBUHHUX
NyxJivH cepiigd B ziteit [8]. Bona npoanasizyBasa
89 BUIIAJIKIB TMEPBUHHUX ITyXJUH CEPI B JiTEN
BiKOoM Bizr 1 1061 /10 18 pokiB (cepe/Hiil Bik cTaHo-
BUB 4 Micslli), akux JikyBasu B 16 kapmioxipyp-
rivaux mnentpax €spomnu 3a mepiox 1990-2005 pp.
Y 32 (36%) miteit ricTOJIOTIYHO mAiarHOCTOBaHi
pabmomiomu. TToBHA peseKilist MyXJUHU MTPOBejie-
Ha 15 (46,9%) narienram, yactkoBa — 14 (43,8%),
TpaHcIIanTailis cepiid Bukonana 1 (3,1%) auru-
Hi. Bigomo, 1mo pabmpomioma MoXKe MOTEHIITHO
perpecyBaru, a XipypriuHe JiiKyBaHHSI TIOKa3aHe
3a HagBHOCTI cumntoMiB. [Tpore, HaBiTh 32 BigCyT-
HOCTI KJIHIYHUX CHMIITOMIB, 3 JUTUHU 3 pabio-
MioMOIO OyJIi ITPOOIEepoBaHi, OCKIJIBKM TIiJ 4ac
nposenennss EXOKI' BusiBiieni 3arposnusi s
SKUTTs 3Minu. HaBiTh, gKmo MokHa OyJI0 B THUX
BUIIAJIKAX YeKATH Ha PErpecito MyXJIMHU, Xipypriu-
He JIIKyBaHHST oOpaHe 3 POMITaKTUIHOI METOIO,
JUIsE 3ar100iTaHHsI IOTEHIIITHIM TYMOP-acolliiioBa-
HUM CMEPTeJIbHUM YCKJIaJHEHHIM, TaKUM K CYT-
TEBI HeNOCTaTHICTh ab0 CTEHO3 KJallaHiB ceplis
YW MaricTpajibHUX CYAWH, HIJIYHOYKOBI apuTMmil.
[Ipm 10-miTHROMY CHOCTEPEKEHHI HE BUSIBJIEHO
penuanBy pabaoMioME TcJs ii 4acTKOBOI pe3ek-
1Tii, IO MATBEP/IKYE e(PEeKTUBHICTH I[BOTO METO/LY
XipypriyHoro JikyBaHH4. TpaHcIaHTalliss cepid
pOBe/IeHa OJIHIN AMTHUHI 3 MAaCHBHOIO pabaoMio-
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MOT0. Y IIbOMY BUTIAQJIKy BUSBJICHA MEHIIA TPUBA-
gicte xuttsa (P=0,006) mopiBHAHO 3 YaCTKOBOIO
pesekiiieo myxJauHu. Tomy y BCIX MOMKJIMBUX
BUIIA[KaX HeOOXiIHO HajlaBaTH TIepeBary peseKitii
pabaomiomu. He BUsiBIIEHO 1CTOTHOI Pi3HUII 111010
CMEpPTHOCTI Ta TOOIMNepaliiHuX yCKJIaJHEHb
ICJIA TMOBHOI 1 YAaCTKOBOI Pe3eKIlil MyXJWHMU.
[Toonepartiitui ycknaaaerss Biamiveni y 10 (31%)
MAIEHTIB: CUHAPOM 3HWKEHOTO CEPIEBOTO BUKHU-
Jly JIIBOTO IILIYHOUYKA, apUTMii, TTHEBMOTOPAKC,
BUIIT y TJIEBPaJbHY 1 TMOPOKHUHY IepUKapa,
TpaBMyBaHH#A AiadparmasbHoro Hepsa. He Bcra-
HOBJICHO 3B'SI3KY MiXK HasBHICTIO KJIIHIYHUX CUM-
HTOMIB /IO XipyprivHOro JiKyBaHHsS pabaoMiomMu
(aputwMmii, cepreBa HeJOCTATHICTDb, MOPYIIEHHSI
reMoIMHaMIiK1) i GIJIBIIOI0 YaCTOTOIO Mics0Iepa-
MIMHUX YCKJIaJHEeHb 4n JieTajibHicTio. OHOYacHa
KOPEKIlisl CyImyTHBOI BaJu ceplisd He IMiJBUIIYE
PUBUKY XipYPTidYHOI CMEPTHOCTI 1 OOTepaIiiunx
YCKJIQJIHeHb Yy TojaibiioMy. B mnooreparniitHomy
Iepiojli TToMepjia OJHa AUTHHA. TaKuM YHHOM,
mootepariiiiia cMepTHicTh ctaHosuia 3,1% [8].

Jlasti HaBeleHO KAIHIMHUU 6unadoK IallieHTa
3 pabIOMIOMOIO IIPaBOrO ILIYHOYKA, acoliiioBa-
HO1O0 3 TeTpasioio Dajiio.

Maxcum II. mapomuscst Bim III BaritHOCTI
(tepmin recrartii — 37 tkHiB), II isionoriunnx
nosioriB. 11 BariTHICTL y MaTepi 3aBepIInIacs caMmo-
BIJIbHUM PaHHIM BUKW/IHeM. Bara ipu HapoiKeHHi —
2950 1, 3pict — 50 cm. Bpomkena Bama cepiist
i IyxJIMHa IIPABOTO IIJIYHOUYKA /[iarHOCTOBAHA TIpe-
HATAJIbHO Ha 35-My TuxkHi BaritHocTi. [Ticss napo-
JUKEHHS IMTUHA BiZIpa3y 1iepeBe/ieHa 10 BiUTiIeHHsT
peanimailii HoBoHapokennx K3 «JIbBiBcbka 061a-
cHa jutgada kmiHiyHA JikapHss «OXMATIAUT»>
JUIsT TIOCTHATAJbHOTO IMiATBEPKEHHS JiarHo3y
i 0OpaHHs TAKTUKHU MOAJIBIIOTO JIiKYBaHHSL.

Cran [uUTWHU PO3IIHEHUH K CepelHbo
Ba)KKMii, crabinmpauil. IlepropanbHuil I1(iaHO3,
SpO2 — 94%, wacrora nuxanbHux pyxiB — 40/xB.
AyYCKyJIbTaTUBHO B JIETEHSIX ITyePUJIbHE JTUXAHHSI.
CepiieBi TOHM PUTMIUHI, CHUCTOJIYHUHN TIyM
o JiiBoMy Kpaio rpyaunu 3/6. HactoTa ceprieBux
ckopoyenb — 134/xB, aprepiaTbHUN THCK —
86/40 mMm pr. cr. Ilynbcanisi Ha nepudepuyHnx
aprepisix uitka. [lediHka TanbIyeThCS 1O Kparo
pebeproi ayru. HabpsikiB He BUSIBIIEHO.

Pentrenorpadisa opraniB TpyaHOi KJITKH.
JlereneBuii pucynok sbepesxenuii. TiHb cepis He
36isbiiena, KTI — 52%.

EKI. Purm cunycosuii, 135/xB, mpaBo-
rpama. PQ — 0,1 ¢, QT — 0,3 c. Tineprpodis
[pPaBOro MUIYHOYKa, HelMoBHa OGJioOKaa IIPaBoi
HixKKHU myyka lica.
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Pue. 1. A. ExokapgaiorpadpidHe 306paXKeHHsS Yy HOBOHAPOIKEHOrO.
Pa6gomioma 1,7x1,2 cM nepefHbOi CTIHKM MPABOro LUJYHOYKA,
nigaopTanbHWin AedpeKkT MKLIYHOYKOBOI NepeTuHkn. B. Exokap-
niorpadpivHe 306paXkeHHs y BiLli BOX POKiB: 6€3 AUHAMIKM

ExoKT' (puc. 1). K/IP niBoro miyHouka —
1,5 cm. Tneprpodist mpasoro muaynouka, K/AP —
1,9 em, cucTomyHMIA TUCK Y TPABOMY TIITYHOUKY —
37 mm pt. c1. Ha mepemniii cTinIli mpaBoro mury-
HOoukKa — pabmomioma 1,2x1,7 cm. MinimanbHa
TPUCTYJIKOBA HEJOCTATHICTD 13 TPA/liEHTOM TUCKY
Ha XBUJI perypritaitii — 26 mwm pT. ct. [lizaoprasib-
HUI jleDeKT MIKILIYHOYKOBOI TEPETUHKU —
1,0 cm. Bucxigna aopta — 1,6 cM, IeKCTpano3nIlis.
KpoBorik y yepeBHiit aopTi myJsibcytounii. [Tigkmna-

JNITEPATYPA

NaHHUK Ta KJallaHHUI CTEHO3 JiereHeBol aprepii
3 TpaslieHTOM TUCKY — 36 MM pT. cT. CTyaKu Kia-
IaHa JIereHeBOol apTepil OTOBIIEH], AiaMeTP OTBO-
py — 0,4 cm. CtoBOyp JiereneBoi aprepii — 0,9 cm,
risiku — 10 0,5 cm. Dpaxitist Buknmay — 70%.

Y1posoB:K 1IiBTOpa POKY XJIOIYMKA CIIOCTEpi-
raB Kap/iosor. ¥ (hizuaHOMYy Ta ICUXOMOTOPHOMY
PO3BUTKY MWTWUHA HE BificTaBaja BiJi POBECHUKIB.
JIBiui XBOpijla Ha TOCTPi pecrHipaTOpHi 3aXBOPIO-
BarHst. BpaxoBytouw, 110 y 75% miteii i3 pabaomio-
MOIO CEPIs B OAAJBIIIOMY [[IarHOCTYIOTh TYGepo3-
HUI CKJIEPO3, i 3 METOI0 BUKJIOUEHHSI XapaKTep-
HUX 3MiH Yy TOJIOBHOMY MO3KY, B OJTHOPiYHOMY Billi
nuTuHi npoBeeHo MPT rtosoBHOTO MO3Ky —
MaTOJIOTIYHUX 3MiH He BUSIBJIEHO. 34 4ac CIOCTe-
peKeHHsT PO3Mipu pabaoMioMU TepesHbOl CTIHKM
[IPaBOTO IIJIYHOYKA He 3MEHIIUINCS, 3PiC TPaiEHT
TUCKY Ha JiereHeBiit aptepii 10 120 MM pT. CT.
nTuay cxepoBaHO 70 KapAiOXipypriuHoro IeH-
TPY /Uil NIPOBEJIEHHS XipYypriuHOl KOPEKIlii BPO-
JUKEHOT Baau cepirst. Po3dymiemo, 1o Oyse mpose-
JIeHO TOoBHY Kopekiito terpaan Pamnmno. Ane Haii-
OiJIBINY IIKaBiCTh BUKJINKAE <«J0Js1 pabpoMiomMu
repelHbol CTIHKU TIPABOTO MIIYHOUKa». Bimomo,
110 pabIoOMIOMK CepIsl 3 YaCOM Perpecyiorh, i 3a
Bi/ICYTHOCTI MOPYIIIEHb TeMOJMHAMIKYA Kap/[ioJ0Th
JIVITITE CIIOCTEPITAIOTh 32 TAKUMHU JITbMU. 3a TaHU-
mu ExoKT, ng pabgomioma He Ma€ reMoarHaMiy-
HOTO 3HaYEHHS, ajle YU 3BasKaTHMe Ha I1e Kap/ioxi-
PYPT 1Ipu IpoBeieHHi Kopekilii Terpaaun Damno?

Aemopu 3as6as10mo npo ei0cymHicms KOHQIIK-
my inmepecis.
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Rare combination of a congenital heart defect
with a heart rhabdomyoma

Danylo Halytskyy Lviv National Medical University, Ukraine

Heart tumors are extremely rare in the pediatric population Rhabdomyoma is a tumor that occurs most often and is about 35.9-89% of heart tumors in child. Literature
review and difficult to diagnose clinical case of the patient with right ventricular rhabdomyoma associated with the tetralodgy of Fallot is presented in this article.
Key words: Tetralogy of Fallot, congenital heart disease, heart tumor, heart rhabdomyoma, children.

PigkicHe noeHaHHA BPOKEHOI Bagu cepus 3 pabgomiomoto cepus
1.10. ABpametko

JIbBIBCbKMIA HALiOHANbHNIA MEANYHWIA YHiBEpCUTET iMeHi [JaHuna lanuubkoro, YkpaiHa

[TyxnuHu cepus LOCUTb PiAKO 3yCTPiHatOTLCA B AiTeil. PabaomMioma € MyXnMHOI0, AKa AiarHOCTYETbCA HAvacTille | CTaHOBMTb 6,113bK0 35,9-89% nyxnnH cepus
B OUTAYOMY BiLj. Y po60Ti HaBefeHO OrNsAA NiTepaTypy Ta ONUCAHO CKNAaAHWA AN AiarHOCTUKW BWNAfoK nauieHTa 3 pabAoMiOMOK NPaBOro LUAYHOYKA i

TeTpagoro danno.
Knro4oBi cnoBa: nyxnuHn cepus, pabaomioma cepus, Litu.

Heart tumors are extremely rare in the pedi-
atric population. Mostly these are benign
tumors that are localized in the cavities of the heart,
the myocardium or the pericardium. According
to the autopsy incidence of primary tumors
of the heart and the pericardium in children of dif-
ferent ages is 0.0017% — 0.28%. Despite the fact
that Von Recklinghausen first described a heart
rhabdomyoma in 1862, by that time you can find
not so many reports on heart tumors in children [1].
Even less is known about heart tumors in the fetal
period [2, 3]. In 1982 De Vore and others all first
diagnosed a tumor prenatal heart. In the embryonic
period the frequency of heart tumors is 0.14% [1].
G. Holley and colleagues analyzed the outcomes
of 14,000 fetus echocardiograms [4]. Heart tumors
were diagnosed in 19 fetuses (0.14%). Indications
for this survey were mostly change during obstetric
ultrasound, diabetes in pregnancy, fetal cardiac
arrhythmias of a fetus, as well as tuberous sclerosis
of a mother or in an anamnesis. Taking into consi-
deration the reduction in the incidence of heart
tumors in children after birth, the authors supposed
that fetal heart tumors are mostly benign, and thus
they may reduce in size or disappear during the
intrauterine development. After the birth almost
50% of heart tumors are exposed according
to echocardiography regression. A half of these
tumors disappear completely and a half of those
ones is a partial involution.

The clinical manifestation of heart tumors
depends on their size, location and quantity. The
tumors of a small size located in one of the ventri-
cles can be asymptomatic. Infiltration of tumor
infarction leads to severe heart failure and death.

The tumors of a large size, which are in the ca-
vity of the heart, can cause obstruction of the flow.
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Hemodynamic disorders in the presence
of obstruction of the outflow tract of a ventricular
are considered significant when peak systolic pres-
sure gradient exceeding 50 mmHg. Large tumors
can reduce the amount of ventricular cavity and
thereby reduce emissions of the function, which
eventually leads to heart failure, even without
constriction incoming or outgoing path. 21.3%
of patients with tumors have with concomitant
cardiac abnormalities [5].

According to the Association of European
multicenter study of children's cardiac surgeons
a tumor is observed in 73% of children with heart
tumors and 23% are multiple tumors. Instead pre-
natally ratio is almost 1:1 [13]. The vast majority
of cardiac tumors in childhood is localized intra-
cardial (82%) and only 14.6% — extracardial.
Approximately 20% of tumors are combined with
other cardiac abnormalities [5].

Most tumors of the heart are the cause arrhyth-
mias. As a result of involvement in the pathologi-
cal process of conducting system of heart arrhyth-
mias occur. All kinds of atrioventricular block
over-ventricular and ventricular paroxysmal
tachycardia, Tachy—Brady syndrome and
syndrome of a sudden death are described
due to the ventricular fibrillation. Effusion into
the cavity of the pericardium can cause cardiac
tamponade. In coronary artery occlusion, myocar-
dial ischemia children complain of pain in the
heart. Tricuspid valve stenosis due to a tumor
is accompanied by cyanosis in infants.

Rhabdomyoma is a tumor that occurs most
often and is about 35.9-89% of heart tumors
in children [5]. It is observed a relation between
tumors' histotypes distribution and the age
of a child. Prevalence of a rhabdomyoma is the
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greatest in the first quarter of a childhood and as
a result the rhabdomyoma is often described
in infants or even in fetuses while prenatal
echocardiographic examination of pregnant
women. This suggests that these tumors are con-
genital etiology. Rhabdomyoma can be localized in
the atria or a free wall of ventricles, but the most
often they occur in the interventricular septum.
The tumor has no pedicle and 50% rhabdomyomas
grow in the cavity of the heart chambers. Mostly
rhabdomyomas are multiple and homogeneous
echogenicity at the echocardiography. Within
1977-2007 S. Andres, 1. Albert, C. Moreno and
colleagues have observed 27 primary heart tumors
in infants that were met with equal frequency
in both boys and girls. Using echocardiography
rhabdomyoma was diagnosed in 20 (74%)
patients. In 13 (48%) patients with heart rhab-
domyoma there was eventually spontaneous
regression of the tumor. And in 15 (75%) children
with rhabdomyoma it was later diagnosed with
tuberous sclerosis [6]. The report of the European
Children Cardiosurgeons Association indicated
that 10 (11%) of 89 patients were diagnosed with
tuberous sclerosis [5]. Instead, under the results of
the epidemiological study tuberous sclerosis
occurs in 0.017% of newborns. Moreover in chil-
dren more often than in adults, there is rhabdomy-
oma with tuberous sclerosis. The connection
between the heart rhabdomyoma and tuberous
sclerosis was established long ago. In 1992 there
were specified new criteria of tuberous sclerosis
diagnostics. Detection of multiple heart rhab-
domyomas in intrauterine or in early childhood
is sufficient to establish this diagnosis and now
it is considered an early marker of tuberous sclero-
sis. But most single heart rhabdomyomas are also
connected with tuberous sclerosis. However, dur-
ing the 8-year follow-up G. Holley and colleagues
found no signs of tuberous sclerosis in any child
with only heart rhabdomyoma [4].

Rhabdomyoma diagnostics as well as of other
tumors of the heart is carried out using visualizing
methods. History of cardiac imaging goes back
to 1895 when it was invented X-rays. Soon, in
1919 Danzer described cardio-thoracic index
(CTI). However, standard chest radiography may
not detect changes in tumors of the heart.
Sporadically there is calcification of the tumor,
often in the case of rhabdomyoma or lipoma.
Pericardial effusion into the cavity as the only
sign of a heart tumor is described rhabdomyoma
in children with heart failure and in the right atri-
um sarcoma [7].
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The method of choice, which makes it possible
to identify tumors of the heart, is echocardiogra-
phy. First a tumor of the heart was diagnosed
by means of echocardiography by Shattenberg in
1968. Modern echocardiography often provides us
with sufficient data regarding a tumor in the heart,
its location, size, mobility and the relationship
with the anatomical structures. Especially trans-
esophageal echocardiography which allows
to visualize the details of heart chambers, since
the ultrasound beam passes lungs, bones and mus-
cles. The large right ventricular tumors are avai-
lable for biopsy under control of transthoracic
echocardiogram [8].

MRI is widely used in the clinic only since the
80s of the last century. Using scientific develop-
ment and improvement of the magnetic resonance
examination provide specific information about
the morphology and function of the heart, assess-
ment of the blood flow through the chambers and
valves, and go far beyond what can be seen
through other methods of the heart imaging as far
as a magnet and radio-frequency technology can
be useful in the definition of a tissue. An interna-
tional team of experts working in the pediatric
radiological diagnostic centers has conducted
a retrospective multicenter study of the results
of MRI of the heart in children. There were ana-
lyzed the images of 78 children aged up to 18 years
(at the time of MRI an average age was 3 years)
from 15 centers in 4 countries. The aim of the
study was to establish MRI criteria for histologi-
cally different tumors of the heart in children.
Experts, who did not know a histological diagno-
sis, put the correct diagnosis based on MRI images
in 97% of cases. Moreover, the following charac-
teristics of a tumor were described namely: a size;
localization; the presence of pleural effusion
or effusion in the pericardial cavity; hemodynamic
disorders caused by a tumor; MRI signal charac-
teristics of a tumor tissue (homogeneous —
heterogeneous, limited — infiltrated) [9].
So where exactly is not possible to determine the
type of a tumor with echocardiography, MRI
of the heart is essential for the differentiation
of benign and malignant tumors. In the third part
of cases CT and MRI help to find out the exact
location of a tumor and its relationship with the
surrounding structures.

Treatment and tactics of patients with a heart
rhabdomyoma include observation and sympto-
matic treatment, resection of a tumor. As the heart
rhabdomyoma in children is a benign tumor,
patients must be under the control of a cardiolo-

ISSN:1992-5891 MEPUHATONOMNA U MEANATPUS. YKPANHA o MEPUHATONOTIA | MELIATPIS. YKPAIHA o PERINATOLOGY AND PEDIATRIC. UKRAINE 2 (74) 2018



http://med-expert.com.ua

gist because of the risk of arrhythmias. Cardiac
tamponade caused by pericardial effusion in the
cavity or pericardium compression may require
resection of a part of the pericardium [10].
Surgical treatment is necessary in case of seri-
ous disturbances to the flow of blood in the cham-
bers of the heart. It is described various surgical
techniques of an open heart [11]. The method
of a choice is the complete resection of a tumor,
if necessary in conjunction with reconstructive
surgery [12]. The European Association
of Children's Heart Surgeons has announced the
results of the multicenter study of early and late
results of surgical treatment of primary cardiac
tumors in children [5]. It is analyzed 89 cases
of primary heart tumors in children aged 1 day
up to 18 years (an average age is 4 months) who
were treated in the 16 cardiac centers in Europe
for the period from 1990 to 2005. In 32 (36%) ones
it was histologically diagnosed a rhabdomyoma.
Complete tumor resection was held for 15 (46.9%)
patients, partial one — for 14 (43.8%) ones, the
heart transplantation was performed for one
(3.1%) child. Tt is known that a rhabdomyoma can
potentially regress, and surgical treatment is indi-
cated in the presence of symptoms. However, even
in the absence of clinical symptoms three children
with the rhabdomyoma were operated as during
echocardiography it was discovered life-threaten-
ing changes. Even if it was possible in those cases
to wait for the regression of the tumor, surgery was
chosen as a prophylactic measure to prevent
potential tumor-associated fatal complications
such as significant failure or stenosis of the heart's
valves or great vessels, ventricular fibrillation.
Within the 10-year observation it was not found
the rhabdomyoma recurrence after its partial
resection that confirmed the efficiency of this
method of surgical treatment. Heart transplanta-
tion was performed for one child with a massive
rhabdomyoma. In this case, lower life expectancy
was observed (P=0.006) in comparison with a par-
tial resection of the tumor. Therefore, preference
should be given a rhabdomyoma resection
in all possible cases. There is no significant diffe-
rence in mortality and post-operation complica-
tions after full and partial resection of the tumor.
Post-operation complications were observed
in 10 (31%) patients namely: the syndrome of low
cardiac output of the left ventricle, arrhythmias,
pneumothorax, pleural effusion in the cavity and
the pericardium, phrenic nerve injury. It was
found no connection between the presence of
clinical symptoms and surgical treatment of a
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rhabdomyoma (arrhythmia, heart failure, violations
hemodynamics), and greater frequency of post-
operative complications or mortality. Simulta-
neous correction of a concomitant heart disease
does not increase the risk of surgical mortality
and postoperative complications in the future.
In the postoperative period one child died.
So, postoperative mortality is 3.1% [5].

We want to offer you a clinical case of a patient
with right ventricular rhabdomyoma associated
with the tetralodgy of Fallot.

Maksym P. was born from the third pregnancy
(gestation period of 37 weeks), the second physio-
logical delivery. The second pregnancy of the
mother ended with the early spontaneous abor-
tion. A weight at birth was 2950 g and a height
was 50 cm. a congenital heart defect and a right
ventricular tumor were diagnosed prenatally
at the 35th week of pregnancy.

After the birth the child was immediately trans-
ferred to the neonatal intensive care unit at Lviv
Regional Children's Hospital «OCHMATDYT»
to confirm the postnatal diagnosis and to solve
tactics further treatment.

The child's condition is regarded as mid-poor
and stable. Peryoral cyanosis, SpO2 94%,
the frequency of 40 breaths/min. Auscultatory
puerylne breathing in the lungs. Cardiac tones are
rhythmic, systolic murmur to the left of the ster-
num 3/6. The heart rate of 134/min, blood pres-
sure is 86/40 mmHg. Pulsation in the peripheral
arteries is clear. The liver is palpable on the costal
arch. There are no edemas.

X-ray of the chest. Pulmonary figure is saved.
A shadow of the heart is not enlarged, CTI 52%.

ECG. Sinus rhythm, 135/min, dextrogram.
PQ 0,1 ¢, QT 0,3 c. Right ventricular hypertrophy,
incomplete His' right bundle branch block.

Echocardiography (Fig. 1). The end-diastolic
size of the left ventricle is 1.5 cm. Right ventricular
hypertrophy, the end-diastolic size is 1.9 cm, the
systolic pressure in the right ventricle of 37 mmHg
On the front wall of the right ventricle is visualized
a rhabdomyoma 1.2x1.7 cm. Minimum three-
leaved failure of the pressure gradient in the wake
of 26 mmHg regurgitation. A sub-aortic defect of
the interventricular septum is 1.0 cm. The ascending
aorta is 1.6 cm, dextroposition. A blood flow
in the abdominal aorta is pulsatile. A subvalvular
and valvular stenosis of the pulmonary artery with
the pressure gradient of 36 mmHg. Valve flaps of the
pulmonary artery are thickened, the hole of 0.4 cm
diameter. The trunk of the pulmonary artery
is 0.9 cm, branches of 0.5 cm. EF 70%.
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The boy has been observed by the cardiologist
for a half year. As far as physical and psycho-motor
development is concerned he was not behind
others of the same age. He had acute respiratory
infections twice. Taking into consideration that
75% of children with heart rhabdomyoma subse-
quently diagnosed with tuberous sclerosis and in
order to exclude the characteristic changes in the
brain in the age of one year the child had the brain
MRI — the pathological changes were not found.
During the observation the rhabdomyoma size
of the anterior wall of the right ventricle have not
changed, the pressure gradient at the pulmonary
artery increased to 78 mm Hg and the child was
sent to the cardiac center to get the surgical
correction of the congenital heart defect.
We understand that it will be performed the full
correction of the tetralodgy of Fallot. But the
greatest interest of us is caused by «a destiny of the
rhabdomyoma of the anterior wall of the right ven-
tricle.» It is known that heart rhabdomyomas
eventually regress and in case there is no abnormal-
ity in hemodynamics cardiologists only observe
such children. Under the echocardiography this
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