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MpwaHaueHHs amiofapoHy y Ao6oBin Ao3i 400 Mr BIPOAOBX WIECT! [i6é cnpnumMHUno
pO3BUTOK HE3BOPOTHBLOT NOBHOI 6110KaAN AV-By3na, WO NpU3BENO A0 HEOOXiAHOCTI BCTa-
HOBJEHHSA LUTYYHOTO BOAIA PUTMY 3@ XKUTTEBUMM NOKa3amu. 3aNNLIAETbCA HE3PO3yMINIOLo
NpuuMHa po3suTKY AV-6roKkagn nNpu BUKOPUCTAHHI HEBUCOKMX A03 amiogapoHy y
NaLli€HTa i3 CUCTEMHOIO CKIlepoAepMIElo.

BUCHOBOK. Y NaL{iEHTIB i3 CUCTEMHOIO CKNepOAEPMIEID MOXKYTb BUHUKATK pi3HOMaHITHi
CKNagHi NopylLeHHsA CepLeBoro pUTMy Ta NPOBIAHOCTI, WO noripuye nepebir 3axBoplo-
BaHH# Ta BNAVBAE Ha AKICTb XUTTA. OcobNMBOCTI NiKyBaHHA apUTMIli y XBOpKX i3 cMCTeM-

HUM CKNepo30om I'IOTpGGyIOTb noAanbLloro BUBYEHHA.
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Myxnuum cepuya

Pa6baomiomu cepus B HOBOHapomKeHMNX:
KniHiYHO-napakniHiuHi napaneni

Bnacosa O. B., Konto6akina /1. B, boryubka H. K.
ByKOBUHCbKINI pepxaBHUI MeUYHWIA YHIBEpCUTET, M. YepHiBLi
Kadeapa nepiatpii Ta AUTAUNX iHdEKLiIHMX XBOPO6

Pabpomioma — HallBo6POAKICHIWE 3 YCiX NEPBUHHUX MYXSIWH cepusa. Cepep Bcix
MyXNWUH cepuyA AiarHOCTYeTbCA, 3a AaHUMM nitepatypu [1, 2], Big 39,6% a0 58,6% y BiLi
BiA 1 micAun xuTTa i Ao 18 pokiB. Ha CbOroaHi ANCKYCIHUM 3aNUILAETLCH NUTaHHA
WOAO NOXOAXEHHA NyXNUHWU. OfHi aBTOPM AOTPUMYIOTLCA AYMKM MpPO Te, WO LA nyX-
NNHa BUHWKAE B pe3ynbTaTi NopyleHHA 6yaoBU MiOLUTIB, iHIWLi BBaXaloTb, O B OCHOBI
npouecy nexuTb NopyleHHA iX Ao3piBaHHA. Buxoaaum 3 uyx yasneHb, NnyxnmHm pisHoi
CTPYKTYpW, MOXIIUBO, ABNAIOTL cobot0 pi3Hi cTyneHi go3piBaHHA pabgomiobnacTis —
Bif eM6pioHaNbHMX A0 BiHOCHO 3pinux [4]. Taki yTBopeHHs cnocTepiraloTbcs y BUrNAgi
OfiHOTO By3N1a ab0 MHOXWUHHUX YTBOPEHb, AKI NepeBaXHO NOKaNi3yloTbCA Y WYHOY-
Kax, pigwe B nepeacepanx. 3anexHo Big nokanisayjii BOHM MOXYTb MaTh 3N0AKICHUIA
nepeo6ir, Wo NpuU3BOAUTL A0 CMHAPOMY panToBoi cMepTi. Pabaomiomm pi3HATbCA 3a
dopmoto Ta posmipamu, BapiloloTb Bif AeKiNbKox MiniMeTpiB A0 AeKiNbKOX CaHTUMeTpIB.
MakpockoniuHo .nyxnnHa 3a3Buuail He Ma€ Kancynu, M'aka, 6ino-poxeBoro Konbopy,
HenpaBunbHOI abo Kpyrnoi ¢opmu, He 3aBXKAM YITKO BiOKPeMNeHa Bif TKaHMWH, AKi
i oTouyloTb. Pabpomiomam npuTamaHHi NaByKonopiGHi BenMki KNITMHN 3 po3TaloBa-
HUM y LeHTpi, 6araTM Ha XpoMaTUH, ARPOM, B AKOMY BUAHO Benuke apepue. Liuto-
nnasma KnituH micTutb 6arato nonicaxapupis, Wo BiapI3HAIOTLCA TCTOXIMIYHO Bia
riKoreHy, a Takox nonepeyHo-cmyracTi MiodiGpunu. Pabaomioma pocte ekcTpa- uu
iHTpamypanbHo. Mpu iHTpamypanbHOMY POCTi BUHMKaIOTb Pi3HOMaHITHI nopyLeHHA
puTMy Cepus Ta NpoBIAHOCTI. BHYTPILWHBONOPOXHNHHE NPOPOCTaHHA MOXe 3yMOB-
noBaTM 06CTPyKUilo BUBIAHWUX wnsxiB cepus [5]. Pabaomioma 3 BUCOKOIO 4acTOTOI0
acoujioe 3 Ty6epo3HNM cknepo3om (xBopoba BypHeBins) i moxe 6yTi nepwmm npo-
HBOM 3aXBOPIOBAHHA, OCHOBHUA CUMMNTOMOKOMIEKC AKOTO BKIIOUAE 3MiHU LWKipw,
BHYTPILWHIX OpraHiB, opraHiB 30py, HEPBOBOI Ta EHAOKPUHHOI cucTem [3]. Y piteit, Aki
CTPaXAaloTb Ha TyGepOo3HUIA CKNepo3, NiABUILEHNI PU3VK CYAOMHIX HanaaiB, ayTn3my
Ta pO3yMOBOI BIACTANOCTI. YpaxeHHs WKipu npu Ty6epo3HomMy CKneposi NpoABRAETbCA
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naamamu rinonirmeHTauii, aHriodpibpomamm B AinAHLi NepeHicca Ta Ha Tyny6i y Burnagi
WifbHUX, WarpeHeBux 6AAWOK, AKI BUCTyNalTb Hajg noBepxHew wkipn. O3Haku
NiABULLEHOTO BHYTPILIHBOYEPENHOro TUCKY BKa3yloTb Ha FiraHTCbKY KMITUHHY acTpo-
LMTOMY MDKLINYHOUYKOBOTO OTBOPY. AHFOMIOAINOMM Ta KiCTM HUPOK MOXXYTb BU3HaYa-
TNCA y BUMNAZI 06’€eMHUX YTBOPEHb YEPEBHOI NMOPOXHUHN abo NpU3BOANTK O PO3-
BUTKY rinepToHii. Oco6amBocCTi noKanisauii Ta pocTy NyxnnHu o6yMOBIIOIOTb LUIMPOKMIA
CNeKTp KAiHiuHMx npossie. [iarHoCcTuKa pabgomiomn cepus 6asyeTbca Ha meToaax
Bi3yanizaujii miokapaa — exokapgiorpadii (ExoKl) Ta marniTHo-pe3oHaHcHin Tomorpadii
(MPT) [1, 2, 3]. XipypriyHe niKkyBaHHA PeKOMEHAOBaHE, AKILO MyX/NHA BUKIUKAE
06CTPYKLiI0 BUBIAHMX WAAXIB WAYHOUKIB a0 06YMOBAIOE BaXKKi MOPYWEHHA pUTMY
cepud. Y HOBOHapOAXKEHMX MOXeE CMoCTepiraTUcsA CNoHTaHHa perpecia pabaomiomn.
Y pasi BigcyTHOCTI O6CTPyKUii BUBIAHWUX LWAAXIB LWAYHOUKIB cepuA NpoBOAUTLCA
OVHaMiuHe criocTepexeHHs. BpaxoByloun HeobXigHICTb CBOEUaCHOT AiarHOCTUKN 3ra-
[laHOTO 3aXBOPIOBaHHA Ta MOXNUBI HECNPUATAMBI HaCNIAKN, HABOANMO, ANA NPUKNaay,
KAiHIYHNIA BUNAgoK i3 NpakTUKN.

Y Yepniseubky OfIKN y BigainenHs natonorii HoBOHapoaxeHnx 6yna nepesefeHa
3 nonoroeoro 6yaAuHKY HOBOHapOAXeHa AUTMHa BIKOM 6 OHIB 3 MiAO3pPOI0 Ha BpoOA-
XKeHy Bagy cepus (BBC). 3 aHamHe3y BiOMO, WO ANTUHA Hapoaunaca Bia | AOHOWEHOI
BariTHOCTI, AiKa Nnepe6irana Ha ¢poHi BC 3a rinOTOHIYHUM TUMOM, CUHYCOBOI Taxikapaii,
meTaboniuHoi HedponaTii, oXupiHHA | cT. ¥ 3B'A3Ky 3 nigo3poio Ha BBC, Ha 37-38-
MY TWKHI BariTHOCTI XiHKa 6yna ckepoBaHa Ha KoHcynbtauilo B IMAI AMH Ykpainu
y BigAineHHA ynbTpa3BykoBOi Ta (YHKLIOHaNbHOI AiarHOCTUKM AnA NpoBeaeHHs
EXO-KI nnogy. 3aknioueHHs: BariTHicTb 37-38 TvxHiB. CepueBa aputmisa nnoay. daHux
33 HaABHICTb AMCTpecy nnofda He BusABAeHO. [laHux 3a HaABHICTb remoguHaMiuHO
3Haumumoi BBC Hemae. He moxHa BuKnountn pabgomiomy (10,0x8,5 mm) B ginaxui
MOAEepaTOpPHOrO NyuKa.

AunTrHa Hapoannaca 3 Macoto Tina 3850 r, 3picT — 54 cM, OKPYXHICTb ronoBu — 33 cm,
OKPYXHICTb rpyaAHoi KNiTKn — 35 cM. OLiHKa 3a wkanoio Anrap — 8/8 6anie. CraH guTnHn
nicna HapoKeHHA 3a40BiNbHUI. [na Bepudikauii giarHo3y AMTUHa Ha 6-Ty aoby nepe-
BeZeHa Y BigaineHHs natonorii HoBoHapomkeHnx OOK/.

Mpu HagxomxeHHi go B OOKJ1 cTaH ANTMHM PO3UIHEHUIA AK CepegHboro CTyne-
HA BaXXKOCTI 3a paxyHOK MOPYLEeHHA puTmy cepua. [IuTuHa Npu OrnAai akTMBHa, KpUK
ronocHuit. NepebyBae Ha NPUPOAHBOMY BUrOAOBYBaHHI, cMokue fobpe. QisionoriuHi
pednekcn nepiogy HOBOHaPOAKEHOCTI BUKNNKAIOTLCA, TOHYC M'A3IB 3aA0BinbHUiA. Benu-
Ke TiM'AYKO Ha PiBHI KICTOK Yyepena, He Bubyxae. LKipHi nokpuen uncTi. lemognHamika
ctabinbHa. MNynkoBumin 3aNMWIOK KnemoBaHMi, Nigcuxae. Hag nereHAMN BUCNYXOBYETbCA

Puc.1. MHOXWHHI pabgomiomu npaBoro
WAyHOYKa cepya

nyepunbHe AUXaHHA, XpuniB He uyyTu. CepueBi TOHM 3ByYHi, apUTMiuHi (3a TUnNom
eKcTpacucTonii). >KUBIT M'AKNIA, AOCTYNHUI Nanbnauii. Mevinka, cenesiHka He 36inbLIeHi.
OisionoriuHi BianpaeneHHs 6e3 ocobnueocTeit. MpoBegeHi napakniHiyHi MeToan obcTe-
KeHHs. 3aranbHuin aHani3 KpoBi: remornobin — 150 r/n, eputpountn — 5,0 T/n, KONbOPO-
BWI noKasHuk - 0,9, neiikounTn — 11,7 [/n, nannukosaepHi — 4%, cermeHTosaepHi — 44%,
€03uHOdINN — 10%, nimpounTn — 41%, MoHOUMTY — 1%, LLIOE - 5 mm/rog.

Ha HepocoHorpadii BUABNEHO NOTOBLEHHA CTIHOK CTpiapHUX CYAWH, WO He Jano
MOXIUBOCTI BUKAIOUYNTN HAABHICTb MiHepani3yiouoi cTpiapHOT aHrionarii,

Mpu npoBeneHi Y3[1 BHYTPiLIHiX OpraHiB NaToNoOriuyHnX 3mMiH He BUABIIEHO.

3rigHo 3 maHumn EXO-KI, BUABMEHI O3HaKM MHOXUHHMX pabaomiom: y npasomy
LYHOUKY Bi3yasni3yeTbcs dikcoBaHe A0 BEPXiBKW OKPYrfie YTBOPEHHS 3 YiTKUMU KOH-
Typamu 20,0x7,2 mm; 6ina CTynok TpUKYCMiganbHOrO KanaHa — OBanbHe YTBOPEHHS 3
YITKUM KOHTYPOM 8,8x4,8 mm. BiakpuTtuin oBanbHUiA oTBIp NpubnusHo 1,5-2 Mm. 3a gaHu-
mu EKT BigmiueHo, WwWo putm cuHycoBuii, HeperynapHuin. YCC — 150-170 3a xB. YacTi
CYNpaBeHTPUKYNAPHI eKCTpacncTonu 3 nepioaamu 6i- Ta Tpureminii. AUTMHa KOHCYNLTO-
BaHa By3bKuMU criewjianictamu. BuctasneHnin KniHiuHmiA AiarHO3: MHOXWHHI pabaomiomn
MPaBoro LWIyHOUKa 3 MOPYLIEHHAM CEPLEBOrO PUTMY 3a TUMOM CYNpPaBeHTPUKYNAPHOT
ekcTpacucronii (puc. 1).

Y BinpinenHi gnTnHa nepebyeana nig AUHaMIUYHUM CMOCTEPEXEHHAM, OTPUMYBana
nikyBaHHA (acnapkam, ATO (nepopasnbHo)), Aike 6yno yaromxeHo 3 HOI CCX im. AMocoBa
(M. KuiB). [1na aneKkBaTHOI KOpPeKL|i NiKyBaHHA pekoMeHAoBaHa KOHCynbTaLia aputMmono-
ra Ta kapgionora B HAll CCX im. AMocoBa.

CraH AUTMHK Mig Yac CTaLioHapHOro MiKYBaHHA 3anNMILABCA BiAHOCHO CTabinbHUM,
36epiranoca nopyueHHa puTMy 6€3 HapOCTaHHA ABMLL 3aCTiNHOT CepLIEBOI HEAOCTATHOCTI.
Ha npoxaHHa 6aTbkie auTuHa Gyna BUNucaHa AOAOMY 3 NOAANbLIMM aMBYNaTOPHUM
nikyBaHHAM Ta cnoctepexeHHam B HII CCX im. AMocoBa B micTi Kuesi.

UEHTP PIAKICHUX XOPOB CEPUA \ / RARE HEART DISEASE CENTER




BuCHOBOK. [luTuHa 3 pabaomiomamm cepus noTpebye KOMMNEKCHOTO O6CTEXEHHA Ta
CNOCTEPEXEHHS, OCKINbKN pabpomioma Moxe 6yTi NepLIoio 03HaKOK HaABHOCTI TyGe-

PO3HOTO CKNEPO3a 3 HAaCTYMHUM ypaxkeHHAM 6araTbox OpraHis i CcTem.
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MeTacTas nnoCKOKNiTUHHOrO paKy ropTaHi
B CTiHKY NpaBoOro WAyHOUKa cepusa

bapunak A. 10, Manamapuyk 10. O., KouaH O. 1.
J1bBiBCHbKWI HaLOHaNbHNA MegUYHUIA yHIBepcuTeT iM. [laHuna Ffanvuubkoro
Meawununi LleHtp CeAToi Mapackesu, m. J1bBiB

YacToTa nosBu cepueBux MeTacTasiB y NaLieHTIB Ha 3M0AKICHI XBOPO6U KONMBAETbCA
BiA 6 4O 25%, NpUYOMY NOPIBHAHO 3 MEPBUHHUMU MyXSIMHAMU CepUA MeTacTaTUuHi
NyXAnHU TpannmoTbcn*y 100 pasiB vacTiwe (Bussani R). MeTacTtasu B cepue BUHUKa-
10Tb NePeBaxXHO B OCI6 3 ANCEMIHOBAHUM NYXIMHHUM 3aXBOPIOBaHHAM i CBifYaTh Npo
noraHuim NporHo3. HanuacTile meTacTasyloTb B Cepue pakK fereHis, rpyaHoi 3anosu Ta
CTpaBoOXofy, 3n0sKicHa nimdoma, 3nosKicHa menaHoma. ONUCaHi BUNaAKU meTacTasy-
BaHHA paKy WMTONOAIGHOT 31031, HUPKM, MEYIHKW, KNLWKK, KOPeHA A3uka (KyniHiu I B.,
Tastekin E., Tagami K., Patel S., Kaul S.).

KniHiuHO cepuesi meTacTasn mano cebe NpoABAAIOTb, OCKINbKMA Ha Nepluvii nnaw
BUXOAWUTb KJIiHIKa MEPBUHHOrO MyX/IMHHOTO MPOLECY, a TaKoX, NEeBHOK Mipolo, 3a
paxyHOK HeBenuKoro po3mipy meTactasiB. HanuacTiwe ix BWABMAIOTL NiCNA cMmepTi.
Y peTpoCneKkTUBHUX AOCNIAXKEHHAX SINLLE Y KOXHOIO AECATOro NaljieHTa 3 CepLeBumm
MeTacTa3amu, BUABIEHUMMW Ha aBTOMNCil, OyNu NPUXKUTTEBI KNiHIUHI O3HAKWN ypaeHHs
cepus (Tagami K.).

Mix cTyneHem ypaxeHHs cepuA i KNiHIYHUMWN NPOABaMU HEMAE CUNBHOT KopensaLil.
YacTo Ha aBTONCIi 3HaxXOAATb MacBHE ypaXeHHs cepusi NPU HE3HAYHUX MPUKUTTEBUX
KNiHIYHMX O3HaKax Moro ypaxeHHdA. OnucaHo nuLe Kinbka BUNaaKiB pakoBoi XBopobu,
Konv nNposBu cepueBux meTactasiB nepesaxanu (Davies M. J., Hepp A., Johnson M. H.).
IHoAi cepueBi MeTacTasu NPOABAAIOTLCA KNIHIYHO MPW NepPBUHHOMY BUABNEHI NyXu-
HU. 3 iHWOoro 60Ky, BOHW MOXYTb NPOABUTUCA Yyepe3 6arato POoKiB MicisA BCTAHOBNEHHSA
AiarHosy nepBuHHOI NyxnuHu (Boland T. W., Godwin J. D, Hanley P.C.).

MeTacTasum moXyTb iMiTyBaTU MaTonorilo KnanaHiB cepusA abo BUKNUKaTU cepue-
BY He[OCTaTHICTb, PO3Nagn CepueBOro puTMy, MOPYLIEHHA NPOBIAHOCTI, MPUCTYNU
HENPUTOMHOCTI 360 AOCMTb YacTo — NepuKapaianbHUin BuUMiT. CteHokapaia Ta iHdapkT
MiOKapAa MoXyTb GyTu pesynbTaTom AIK em6osii KOpOHapHUX apTepi, Tak i ix npo-
pocTaHHA abo cTucHeHHs (Garg N., Astorri E.). BHyTpi.ﬁHbonopOMHMHHi npaBobiuHi
MeTacTasu cepus MOXYyTb NMpuU3BecTn A0 nereHeBol embonii, a niBo6iuHi meTacTasun —
1o cuctemHol embonii (Riva V.).
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