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HEART VALVE ABNORMALITIES IN NOONAN SYNDROME: LITERARY REVIEW AND CASE STUDY
Zhdan V.M., Katerenchuk O.l.
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The article presents the literary review of already described heart valve abnormalities in Noonan syn-
drome as well as describes a case in authors’ own practice. Noonan syndrome belongs to the group of RAS-
pathies, based on the genetic defect coding intracellular messenger of signal transduction. Noonan syn-
drome is characterized by a clinical picture of congenital malformations of various organs and systems and
by high inclination to cancer. The most important determinant of life expectancy for patients with this disease
is the nature and severity of congenital heart valve abnormalities. The most common congenital heart defect
in Noonan syndrome is stenosis of the pulmonary artery, which is detected in more than half of the patients.
Hypertrophic cardiomyopathy ranks the second place (is diagnosed in about one out of three patients) and
mitral valve pathology ranks the third place. The article describes a clinical case of Noonan syndrome in an
adult woman who had planned consultation visit. The hereditary nature of the disease in this case was not
proven. The patient has stigmas characteristic of the Terner phenotype with the preserved fertility. The com-
bined heart valve abnormality was found: a bicuspid aortic valve and a mitral valve prolapse. It was impossi-
ble to evaluate the functional incapability level as patient has severe muscular dystrophy. The degree of
compensation for hemodynamic disturbances was not so significant (confirmed by physical examination test
and echocardiography) that refrained us from referring the patient to pass through the cardiac surgical treat-
ment. Thus, it can be concluded that the patient-centred approach toward the choice of clinical tactics in
managing patients with Noonan syndrome, characterized by a variety of congenital heart defects should al-
ways be taken into account.
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TUMOMA TUNY B1 ACOLIMOBAHA 3 MIACTEHIEIO: BJIACHE CNTOCTEPEXXEHHS

YkpaiHCcbka MmeguyHa cTomaTosoriyHa akagemis, M. Nontaea

Tumomu € Haubinbw Yacmumu fyxauHamu cepedoCcmiHHs y Aopocnux. Y Xeopux Ha muMOMU MiaCmeHis
epasic criocmepicaembcs 8 24-40% esunadkie. 368’30k Lux 080X 3ax80prosaHb 8UBYEHUU HedocmamHbo ma
nompebye demaribHo20 OOCIOKEHHS, WO 8KIoHamume He fuwWe KiiHIKo-MopgbosiozaidHi npossu ix noeo-
HaHHS, a U npoeHo3 3 ypaxysaHHsIM CyrnymHbol namoroaii y xeopux. Y OaHili pobomi Hagodumo eurnadok
niemasibHo20 8urnadKy Xeopozo 3 namomMopgosioaiuHO eepughikogaHo mumomoro muny B1, acoyitiogaHoro
3 miacmedieto. [pu crniecmasseHHi KIiHIYHO20 ma rnamorsio2zoaHamomMiyHo20 Oia2Ho3ie sussusu crigradiHHs,
rnocmaHo8Ka OCHOBHO20 3axX80PHBaHHSI HE 8uUKNUKana mpyoHouwlie. pome, 3a xxumms xeopoz2o OiagHoc-
moeaHo 2ocmputi ma noemopHul iHghapkm miokapda, wo He 6yno rnidmeepdxeHo npu rnamomopghorsioaiy-
Homy docnidxeHHi. KniHiyHi o3Haku iHgbapkmy miokapda, UMOSIPHO, BUHUKIIU SIK 1posie MiacmeHii abo i crie-
yughbiyHo20 nikysaHHs1. Heseaxarouu Ha me, wo Halbinbwa UMOSIpHICMb 8UHUKHEHHS MiacmeHil 8i03Haya-
€MbCS rpu HasieHOCMI opaaHocreyugidHUX mumom mury B, do menepiwHb020 Yacy HemMoxnueo repedba-
4umu po3eumoK ma rnepebie miacmeHii y nayieHmie, 8 momy Yucsi 3 CyriymHbOl ramosiozieto cepyeeo-
cyOuHHoI cucmemu. KniHiuucmam HeobxiOHO 3 obepexHicmio cmasumucsi 00 X80pUX Ha MiaCMmEHiIto 3 ro-
MEeHUIGHO MOXIUBUM PO38UMKOM iHtbapkmy miokapda. PaHHE po3ni3HasaHHS KMiHIYHUX O3HaK iHghapKkmy
miokapda, Kpim eriekmpokapdioepadpii, NosuHHO nidmeepdxxyeamuck nabopamopHUMU rMoKasHUKamMu, Wo €
KUMMeBOo s8axnugum 0r1s1 He2allHo20 JliKy8aHHs, a makox 01151 3arnobieaHHs cepuyego-CyOUHHUX yCKadHeHb
8 MalibymHbomy.

Kntouosi cnoea: TMMoMa, MiacTeHisi, iHpapKT Miokapaa, 38’930k, natomopdonoris.

Poboma € ppaemeHmom HLP «BusHadyeHHs1 3aKOHOMIipHOCMel Mopgho2eHe3y opeaHie, mKaHUH ma CyOUHHO-Hep8o8UX YyMBOpPEHb Op-
2aHi3My 8 HOpMi, ekcriepumeHmi ma nid dieto 308HIWHIX YUHHUKIB. Mopgho-ekcnepumeHmarnsHe o0brpyHmyeaHHs Oii HO8UX XipypeaidHux
WOBHUX Mamepiarnie rnpu 8uKopucmaxHi ix 8 kniHidHit npakmuyi», Ne depxxpeecmpauii 0113U001024.

TumoMn — e rpyna pi3HMX 3a MopdOnorivyHo
OynoBoto opraHocneumdiyHMX HOBOYTBOPEHb TU-
Myca eniTenianbHOro NOXO4XXEHHS, He3anexHo Bif
HasiBHOCTI YW BiACYTHOCTI HEOMnacTUYHMX NiMdo-
LmTIB.

TumMoMM € HanbinbL 4YacTUMKU NyxNUHaMKU ce-
penocTiHHg y gopocnux. Enigemionoria gaHoro 3a-
XBOPIOBaHHS BMBYEHA HEAOCTATHBLO Ta I'PYHTYETHCA
Ha NOOAWHOKMX OOCHigXEHHSAX. 3aXBOPIOBaHICTb Ha
TUMOMU 3anexuTb Bif reorpadivyHoOl 30HK Ta Komnu-
BaeTbCs B Mexax 1-5 Bunagkie Ha 1 MnH. Hacenex-
Ha [3,5,11]. Tumomn 3ycTpivaroTbCs 3 OQHAKOBOH
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YaCcTOTOK Y YOMNOBIKIB i XIHOK Ta cknagarTb 3-7%
BCiX OHKoOmoriyHmx 3axsoptoBaHb i 10-20% nepBuH-
HWX HOBOYTBOpPEHb cepefocCTiHHA. Bik xBopux B oC-
HOBHOMY Big4 7 Ao 89 pokiB, nik 3axBOPHBAHOCTI
npunagae Ha 55-65 pokiB, pigko 3ycTpidaeTbca y
fiten Ta monogux nogen [2,4,6].

B ocHoBi knacudikauii TuMoMm [12] nexuTb X ri-
cTonoriyHa Ta iMyHOeHOoTMNiYHa OnM3bkiCTb A0
KMiTUH KOpTUKanbHoro abo MegynsipHOro Luapis
TMmyca. Y knacudikauii BOOS3 po3pobneHi rictono-
riYHi TUNKW NO3HAYeHi NiTepHMMKM iHOekcamu: Tun A —
MegynspHo-kNiTMHHa Tumoma; Tun AB — 3milaHo-
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KniTMHHa TUMoma, TMn B1 — Tumoma nepeBakHOro
KopTukansHoro Tuny, B2 — kopTukanbHO-KNITUHHA
TMMoMa, B3 — BucokoaudepeHLuinosaHa kapumHo-
mMa, Tun C Bignosigae HegudepeHuinoBaHUM Kap-
unMHOMaM. TMMOMM YacTO CyNpPOBOMKYHOTHCA PO3-
BUTKOM ayTOIMYHHUX 3axBOPIOBaHb, Ski YacTo € Tu-
NMOBUMW AN KOHKPETHOro TWUMY NYXIWHW i MOXYTb
nepenysaty abo BUHMKATK MNicnst pe3ekuii TMMoMMN.
Tumomu TMniB A, AB Ta B 4eMOHCTPYIOTb LLUMPOKUIA
CMEeKTP ayTOIMYHHMX 3aXBOPHOBaHb, LU0 BKIOYaOTb
HEepBOBO-M'sI30Bi, EMOMOETUYHI, AepMaTOnoriyHi,
peBMaTWUYHi (B TOMY YucChi, BacKyniTu), NeYiHKoBi Ta
HUPKOBI 3aXBOPIOBaHHS. Y XBOPMX Ha TUMOMM Miac-
TeHisa rpasic (MIN) cnoctepiraetsca B 24-40% Buna-
AkiB [7]. 3B’930K LMX 4BOX 3aXBOPIOBaHb BMBYEHUN
HegoCTaTHBO Ta NoTpebye AeTanbHOro AOCHigKeEH-
HS, O BKMOYaTUMeE He nuLle KiHIKo-MopdonorivHi
NposiBK X MOEAHaHHS, a W NPOrHO3 3 ypaxyBaHHAM
CYMYTHLOI NATONOriT Yy XBOPUX.

HaBogumo BMNagok netanbHOro Bunagky XBO-
poro 3 natomMopconoriyHo BepUdIiKOBAHOK TUMO-
Moto Tuny B1 acouinosaHolo 3 MiacTeHi€l.

XBopun M., 74 poku, rocnitanisoBaHuin B HeB-
pornoriyHe BigaineHHs MNonTaBcbkoi obnacHoi KniHi-
YHOI MnikapHi y CTaHi cepegHbOT BaXKKOCTi 3i Ckapra-
MW Ha 3aranbHy cnabdkiCcTb, MOPYLUEHHS KOBTAHHS,
ocunnicTb ronocy. 3 aHamHe3y BiAOMO, L0 2 MicsLi
TomMy Oyno npoBegeHO onepaTMBHE BTPYYaHHSA —
TUMYCTUMOMEKTOMISI 3 NpMBOAY AO0OPOSAKICHOrO HO-
BOYTBOPEHHS TUMmyca (ricTONoriyHo — TumMoma Tumn
B1). XBopuin obcTexxeHnin kniHiyHo Ta nabopartop-
HO, 3rigHO pe3ynbTaTiB BCTaAHOBIMEHWA AiarHos:
CTaH nicns onepavii BMganeHHs TUMOMMW, MiaCTeHis
MOXWUOro BiKY.

Ha 10 geHb nikyBaHHA y cTauioHapi CTaH nauije-
HTa Pi3KO MOripLWMBCA Yepes NOPYLLUEHHS] KOBTaHHS,
NOPYLUEHHS ANXaHHs, XBopui OyB nepeBedeHuii Ao
Bi4AINEHHSA aHecTesionorii Ta iIHTEHCMBHOI Tepanii 3
[iarHo3oM: MiacTeHis noxunoro BiKy, reHepaniso-
BaHa Tsbkka popma 3 nepeBakHUM ypaXKeHHSAM Oy-
nbbapHOi Ta CKeNeTHOI MycKynaTypu, 3 BUPaXXeHUM
OynbbapHMM CUHOPOMOM, MOPYLUEHHSIM  pyHKUIT
anxanbHux M’asiB, cTagia gekomneHcalii. Xsopomy
npoBedeHa iHTybauia Tpaxei, nepeBedeHUA Ha
WITYYHY BeHTUrALU0 nereHb (LUBJT). OrnaHyTun ka-
paionorom, Ta 3a pesynotatamu EKI, koHcuniymom
BCTaHoBreHun giarHo3: IXC: roctpun 3 3ybuem Q
iHbapkT  Miokapaa  nepefHbO-NeperopoaKkoBO-
BEpXiBKOBO-O0KOBUX BiaAiniB NiBOro LUNyHouKa, ap-
TepianbHa rinepTeHsia, Ougy3HUN Kapaiocknepoas.
3a pilleHHaM KOHcuniymy nposefeHa onepauis —
KopoHaporpadcisa. Ha cepii kopoHaporpam nopy-
LIEHHS NPOXiQHOCTI KOPOHAPHMX apTepii He BUSB-
neHo.

Y 3B’A3Ky 3 Tpuanot LLUBJT BukoHaHa Tpaxeoc-
TOMisl, NnpoBefeHa peHTreHorpadyist opraHis rpyaHol
KMiTKN — BUSIBANM O3HaKy NpaBobivHOI nonicermeH-
TapHOi MHeBMOHIiT. CTaH XBOpOro TskkuA. 3a pe-
3ynbTataMy NOBTOPHOI KOHCYNbTauil Kapgionorom
BCTAHOBIEHUN fiarHO3: peLuauBYHUNA HEKOPOHa-
POreHHUn iHapKkT Miokapda miBOro LUyHOYKa,
andysHuin kapgiocknepos. lMig 4ac nepebyBaHHS

Ha cTauioHapHOMY NiKyBaHHi CTaH XBOPOro nporpe-
CVBHO MOripLlyBaBCcH Ta, He3BaXalyun Ha nposefe-
He niKyBaHHs, BUHMKNA 3yNnHKa CepLeBOl OisnbHO-
cTi. PeaHimauinHi 3axogun 6ynu 6e3ycniluHnmMmun i ve-
pes3 97 gHiB nicns rocniTanisauil XxBopui nomep.

3aKnYHUM  KNiHiYHWA ~ giarHo3:  Tumoma
TANOMO, kniHiyHa rpyna lll. CtaH nicna TMMoMek-
ToMmil. MiacTeHia noxunoro BiKy, reHepanisoBaHa
Tsbkka popMa 3 nepeBaxHUM YypaKeHHSIM ckeneT-
HOI MycKynaTypu, 3 BUpaXeHUM OynbbapHUM CUH-
OPOMOM, MOPYLUEHHST QYHKLji AuxanbHUX MA3iB,
cTagia gekomneHcauii Ha ¢OHI NPMNOMY aHTUXOni-
HecTepasHuMx npenapatiB. ACTEHO-HEBPOTUYHUI
cuHgpom. IXC: gudysHuMin Ta NOoCTiHAPKTHUIA Kap-
Aiocknepo3. AHeBpu3aMa BepXiBKM MiBOro LUMAYHOY-
ka. KopoHaposeHTpukynorpadgis, CH I, ®K Il. Ap-
TepianbHa rinepteHsia lll cT., pusuk gyxe BUCOKUN.
TpaxeocTomis. [1BoGi4Ha HWKHbOYACTKOBa Monice-
rMeHTapHa NMHEBMOHIS, 3aTsKHMI nepebir 3 npaBo-
6i4HMM rigpoTopakcom (HeBenukuin o6’em). OH I-11I
cT. MpaBobiyHMI CNOHTaHHWI napujianbHUA NHEB-
MoTopakc. [ocTpa cepueBoO-CyOuHHa HepgocTaT-
HicTb. Habpsik Mo3ky. Habpsk nereHb. CtaH nicns
peaHiMaLinHWUX 3axogiB.

Ha po3TvHi Ta npu ricTonoriyHoMy OOCHISKEHHI
CeKUjnHoro i nicnsonepauinHoro matepiany KniHivHWiA
giarHo3 nigTeepameca. OCHOBHE 3axBOPHOBAHHS: O0-
OposiKicHe HOBOYTBOPEHHsI TMMycCa, TUMYCTUMOMEK-
ToMig (ricTonoriyHo — Tumoma Tvn B1) (Puc.1

: W

il
Puc. 1. Tumoma muny B1. 3abapeneHHs eeMamoKcuniHom
ma eo3uHom. 36inbweHHs x200.
YcknagHeHHSAMUN 3axXBOPIOBAHHA CTanu miacTe-
Hisi NOXMNOro BiKy, reHeparni3oBaHa Tshkka popma 3
YPaKEHHsIM CKeNneTHUX M’'si3iB, OynbbapHMM cuHAO-
poMOM, MopyLUeHHs YHKUIT AuxanbHuX M’asiB (3a
KniHiYHMMKM  gaHumMun). Onepadii: kopoHaporpadis,
TpaxeocToMisi. Habpsik ronoBHoro Mo3ky. [1BobivHa
cybToTtanbHa nNHEBMOHi. CMOHTaHHMIA npaBobiy-
HWIA NapuianbHUA MHEBMOTOPAKC (KNiHi4HO). Bupa-
XKeHa napeHxiMaTosHa AUCTPOMIA BHYTPILWHIX op-
raHiB. HekpoTM4HMI Hedpo3s. |13 cynyTHLOI naTono-
rii BUSIBNEHO aTepoCKNepoTUYHY XBOPOOY cepus,
rinepToHiyHy xBopoby (J1LU 1,8 cm, Bara cepusa 440
r), 4oGposikicHY HOAyNnsApHy rinepnnasiio nepeami-

XYPOBOI 3ar03u, CKIepo3 NiBOi HUPKMU.

Be3nocepeaHbLO NPUYMHOK CMepPTi HeobxigHO
BBaXKaTu CepUEeBO-CYAMHHY i guxanbHy HegocTtaT-
HiCTb.
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OTxe, Npu cniBCTaBMEHHI KMiHIYHOrO Ta naTono-
roaHaTOMIYHOrO AiarHo3iB BUSABUNKM CniBnagiHHS,
NMoCTaHOBKa OCHOBHOMO 3axBOPHBAHHA HE BUKMU-
Kana TpygHouis. lpoTe, 3a XUTTS XBOPOro AiarHo-
CTOBaHO roCTpPUIN Ta NOBTOPHMUI iHGapKT Miokapaa,
Wwo He Byno nigTBEpOXKEHO Npy naToMopdonoriy-
HOMY Aocnig)eHHi. KniHiyHi o3Haku iHdapkTy Mio-
Kapga, MMOBIPHO, BMHUKIM SIK NPOSIB MiacTeHii abo
1T cneumndivyHOro nikyBaHHs.

Tumoma Tuny B1 cknagae 6nusbko 20% TUMOM
rpynu B, Mae opraHoigHe AudpepeHuitoBaHHs, SK
npaBuno, ropMoHasnbHO aKkTUBHa, HeiHBasMBHa, Bi-
OPI3HAETLCA MepeBaXkaHHAM MiMOIAHOTO0 KOMMOo-
HeHTy Hag enitenianbHum [2]. Y 50% xBopux cy-
NPOBOAXYETLCS PO3BUTKOM MiacTeHil [7].

3a niTepaTypHUMN JaHUMU, B OCTaHHI POKMK CMo-
CTepiraeTbCs PiCT 3aXBOPKOBAHOCTI Ha MiacTeHito y
ocib noxunoro Biky. BcTaHoBneHo, WO npu Ni3HbO-
My noyaTKy 3axBOpPIOBaHHA MepeBaxae reHeparni-
30BaHa hopma MiacTeHii. Y 3B’A3Ky 3 HasiBHICTIO Y
TakMx XBOPUX LUMPOKOrO CMEeKTpY CYNyTHbOI narto-
norii, 0cCobnNuBO CepLIEBO-CYANHHUX 3aXBOPHOBaHb,
MiacTeHisi BiAHOCHO LUBWAKO HabyBae TSXKKOro ne-
pebiry 3 nepeBakaHHAM reHeparnisoBaHoOl Ta MoT-
KoBO-nunueBoi hopm [1]. Xova cepue, siKk npasBuno,
He BPaXaeTbCH Mpu LUbOMY 3aXBOPHOBaHHI, KMiHiLu-
cTaM HeobxigHO namM'aTatM NPO MOTEHUiNHY He-
CMpUATAMBY B3aEMOi0 MiXK (OYHKLUiE cepus Ta
OCHOBHMM 3aXBOPIOBaHHAM — MiacTeHi€l0 Ta MOoro
cneundivHum nikyBaHHAM [10]. YpaxeHHs cepue-
BO-CYAMHHOI CUCTEMW Yy NOEOHaHHI 3 MiacTeHieto
TPannsaeTbCs, rofIOBHUM YMHOM, SIK Hacnigok niky-
BaHHA MI Ta pigwe B KOHTeKCTi kpmsam Ml yepes
MOXITMBUI IMYHOMOTiYHMI MeXaHi3m [15].

MauieHTn 3 MiacTeHieto npoxoaaTb 6e3nepepsHy
Tepanito aHTUXoniHecTepasHMMM 3acobamu, Lo
MOXYTb BYTU NPUYNHOIO ATPOreHHOro BasocnacTu-
YHOrO rinepxoniHepriYyHOro Kpuay. TOYHWUIN MexaHi3m
noBivyHMX ABULL 3 BOKY cepLeBO-CYyANHHOI CUCTEMU
nig 4Yac nikyBaHHA iHriGiTopamn aueTunxoniHecTe-
pasn 3anuuaeTbca Hes'acoBaHuM. [lpoTte pobpe
BiJOMO, LLO NPWU MOLLKOKEHHI eHOO0TENit0 KOpOoHa-
PHUX CyOWH, X peakuis MigBULLYETLCA Ta NPU3BO-
OuTb 0o Basocnaamy [8,15]. 3a niTepatypHum gxe-
penamn ocTaHHix pokis [9,13], cumnTomaTuka iH-
hapkTy Miokapgaa npu MiacTeHii Moxe 3'aBnsaTucs
npu po3BuUTKy KapaiomionaTii Takouy0o0, WO BUHK-
Kae BHacCnigok roctporo crpecy. IHkonu kapgiomio-
natia Takouybo € iHiLiloIYMM YMHHUKOM HEKpPO3y
cepueBoro m’siza. Kpim Toro, Apyrum mexaHiamom
YPaXeHHs cepusi Mpu MiacTeHil € ayToimyHisauis.
BcTaHoBNEHO, WO CKeneTHi Ta cepLeBuMn M’A3N €
ayTOIMyHHVUMU MILLEHSIMW Yy OeAKUX NauieHTiB 3 Mia-
CTeHieln. AyTOIMyHHa peakuis Mae LUMPOKUIA CNeKTp
KNiHIYHMX NPOSABIB BHACMIAOK PO3BUTKY MiOKapauTY,
O MOXe MpU3BECTU OO0 cepueBol HegoCTaTHOCTI,
apuTMii, panToBOi CMepTi, PO3BUTKY rinepkoaryns-
Lii, Ska ycKnagHIETLCH iHpapkToM Miokapaa. Bu-
HUKHEHHSA MiokapgauTy Moxe OyTu npuyuHolo nig-
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BULLLEHHA CMEPTHOCTI NauieHTiB 3 TUMOMOIO acoLli-
nosaHolo 3 MiacTeHieto [14,15].

OTxe, OO KiHUA He BCTAHOBMEHO MexXaHi3aMu
ypaXkeHHs1 cepus npy MiacTeHil Y noegHaHHi 3 Tu-
MOMOI0. TOMY [aHe MUTaHHS BUKMIUKAE HayKoBUM
iHTepec Ta noTpebye [fOeTanbHOro AOCHILKEHHS.
KniHiumctam HeobxigHo 3 06epexHICTIo CTaBUTUCS
[0 XBOPMX Ha MiaCTeHil0 3 MOTEHUINHO MOXITMBUM
pO3BUTKOM iH(papkTy Miokapaa. PaHHE posnisHa-
BaHHS KMiHIYHMX O3HaK iH(apkTy Miokapaa, Kpim
EKI', noBuMHHO niaTBepaxysaTucb nabopaTopHUMU
MOKa3HUKaMn, LLO € XUTTEBO BaXKNUBMM AN1S1 He-
ranHoro nikyBaHHs1, a TakoX Ans 3anobiraHHs cep-
LeBO-CYOUHHUNX YCKNaaHEHb B ManbyTHbOMY.

BucHoBkK

MiacTeHis — 3axBOpIOBaHHSA, sIke 3yCTpivaeTbCcs
npuénusHo y 30-50% xBopwx Ha Tumomu. Hessa-
Xaum Ha Te, WO Hanmbinblia MMOBIPHICTb BUHUK-
HEHHSA MiacTeHil Big3Ha4yaeTbCa MpU HassBHOCTI Op-
raHocneundivyHnx TumMom Tuny B, Ao TenepiwHboro
yacy HemMOXNuBO nependaynmTn pPo3BUTOK Ta nepe-
6ir miacTeHil y nauieHTiB, B TOMY YMCAi 3 CynyTHLO
naTororieln cepLeBO-CyAUHHOT CUCTEMN.
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Pedepar
TUMOMA TUMNA B1 ACCOLIMMPOBAHHAA C MUACTEHUEW: COBCTBEHHOE HABTIOAEHVE
dunenko b.H., CtapyeHko U.U., Poiiko H.B., YepHsik B.B., HoBocenbuesa T.B.
KntoyeBble cnosa: TUMOMaA, MUacTeHud, I/IHCbapKT Munokapaa, CBAsb, I'IaTOMOpCbOJ'lOFI/Iﬂ.

TuMoMbI 9BRAIOTCA Hambornee 4acTbiMU OMYXOMsMU CPefoCTEeHMs Yy B3POChbIX. Y BOMbHbIX TUMOMOM
MuacTeHus1 rpaBuc Habnogaetcs B 24-40% cny4yaeB. CBs3b 3TUX ABYyX 3aboneBaHuin M3yvyeHa HegocTaTou-
HO 1 TpebyeT AeTanbHOro UccnenoBaHnsi, BKITHOYAIOLWEro He TOMbKO KIMMHMKO-Mopdonornyeckme nposiere-
HUSA UX COYETaHWs, HO U MPOrHO3 C Y4EeTOM COMyTCTBYIOLLEN naTtonornm y 6onbHbIX. B aaHHon paboTe npu-
BOAUM cCny4van netanbHOro ucxoga 6onbHOro ¢ natoMopdonormieckn BepuuumnpoBaHHoO TUMOMON TUNa
B1 accouunpoBaHHOW ¢ MuacTeHnen. NMpu conoctaBneHnnN KNMHUYECKOrO U NaToNoroaHaTOMMYeCcKoro guar-
HO30B OOHapYXWUnu coBnageHne, NocTaHoBKka OCHOBHOIO 3aboneBaHnsi He Bbi3biBana TpyaHocTen. OgHako
Npw XXM3HNU BOMNBHOrO ANArHOCTUPOBAH OCTPLIA M MOBTOPHbLIA UH(APKT MUOKapaa, YTo He Oblno noaTesep-
XOEHO Npu natoMopdonorMieckom nccnenosaHmn. KnnHmnyeckne npusHakm nHdapkta Mmokapaa, BeposT-
HO, BO3HUWKIM KaK MpPOsiIBNEHNE MMUACTEHMU UMK ee cneumduyeckoro nedeHmns. HecmoTpst Ha To, YTO Hau-
bonbluasi BEpOSATHOCTb BO3HUKHOBEHWUSI MUACTEHUM OTMEYaeTCs Mpy HanmuMuum opraHocneumduyeckmx Tu-
MOM Tuna B, 00 HacTosLWwero BpeMeHn HEBO3MOXHO NpeayCMOTPEeTb pasBuUTUE U TeYEHUEe MUacTeHUN y na-
LMEHTOB, B TOM YMCNe C CONYTCTBYOLEN NAaTONOMMEN cepaeyHo-CoCyauCcTon cuctemsl. KnuHmumctam Heob-
XOOUMO C OCTOPOXXHOCTBH OTHOCUTLCS K BOMbHBIM MUACTEHUEN U3-3a NOTEHLMANbHO BO3MOXHOIO Pa3BUTUSA
WH(papkTa MrMokapaa. PaHHee pacno3HaBaHue KIMHUYECKMX MPU3HAKOB MHMapKTa MuUokapaa, KpoMe arek-
Tpokapauorpadumm, OOMKHO noATBepXaaTtbCcs nabopaTopHbIMM MokasaTensaMmu. OT0 SBMASIETCA XM3HEHHO
BaXXHbIM ON1S1 HEMEOSIEHHOTO NeYeHus], a Takke Ans NpeoTBpaLleHns cepaeyHO-COCYAUCTbIX OCMOXHEHMN B
OynyLiem.

Summary
TYPE B1 THYMOMA ASSOCIATED WITH MYASTHENIA: A CASE REPORT
Filenko B.N., Starchenko I.1., Roiko N.V., Cherniak V.V., Novoseltseva T.V.
Key words: thymoma, myasthenia, myocardial infarction, correlation pathomorphology.

Thymomas are the most common tumours of the mediastinum in adults. Patients with thymoma are diag-
nosed to have myasthenia gravis in 24-40% of cases. The correlation between these two diseases has not
been studied sufficiently and requires a detailed investigation, including not only the clinical and morphologi-
cal manifestations of their combination, but also the prognosis with regard of the concomitant pathology in
patients. The paper presents a lethal case of the patient with pathomorphologically confirmed type
B1thymoma associated with myasthenia. No inconsistency between the clinical and post-mortem diagnoses
was found and diagnosis of underlying disease was made easily. However, the patient’s medical history in-
cluded the acute and recurrent myocardial infarction, which was not confirmed by the pathomorphological
study. Apparently, the clinical signs of myocardial infarction occurred as a manifestation of myasthenia or its
specific treatment. Notwithstanding the fact that the greatest probability of occurrence of myasthenia is noted
in the presence of organ-specific type B thymomas, it is still not possible to predict the development and
course of myasthenia, including the one concomitant with cardiovascular pathology. Clinicians should be
alert in treatment of myasthenia patients who can potentially develop myocardial infarction. Early recognition
of clinical signs of myocardial infarction, except for electrocardiography, should be confirmed by laboratory
parameters and is vital for immediate treatment, as well as for the prevention of cardiovascular complications
in the future.
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