AKTyaAbHi Ipo6AeMH Cy4acHOI MeAHIHHH

KNIHIMHUXA BUNAOOK

YK 616.31:616-056.7
X0OaH B.M., KamepeHu4yk O.l.

BAAV CEPLSI MNPV CUHAPOMI HYHAH: NNITEPATYPHUW Oornapg

TA BUNAAQOK 3 NMPAKTUKHN
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B cmammi npedcmaeneHo nimepamypHul 025150 onucaHux ead cepus rpu cuHOpomi HyHaH ma HagedeHO
sunadok 3 enacHoi npakmuku. CuHdpom HyHaH Hanexumb 0o epynu 3axgoprosaHb RAS-onamit, 8 ocHo8I
AKUX 2eHemuyHul Oeghekm KOOyBaHHSI 8HYMPIUHBbOKIIMUHHUX MeCeHOXepig iHghopmayitiHo2o cuaHarly.
CuHOpom HyHaH xapakmepu3yembCs KiliHIYHO KapmuHo 8podxeHuUX 8ad 3 60Ky pi3HUX opeaHie i cucmem
ma nif8uw,eHor cxusibHicmio 00 OHKOJIO2iYHUX 3axeoprogaHb. Halieazomiwium ¢hakmopom, Wo eusHaqyae
mpusarnicmb Xumms rpu 0aHOMy 3ax80PH8aHHI, € Xapakmep ma eUPaXeHiCmb 8POOXKEHUX eald CepUs.
Hadiyacmiwioro 8podxxeHor 8adoro cepysi € CMeHO3 sie2eHe8oi apmepii, Wo susengemscs binbwe HiX y ro-
n108UHU x8opux. Ha Opyeomy micui - ainepmpogpidHa kapdiomioriamisi (Mpubsiu3HO KoxXeH mpemil xgopuli),
Ha mpembOMy - rlamosioeisi MimpasibHo20 KiiarnaHa, cepeld sikux OOMIHYHUMU € CMEeHO3 fie2eHesoi apmepir
ma einepmpogidHa kapdiomionamis. B cmammi onucaHo KniHiYHUU eunadok cuHOpomy HyHaH y dopocrioi
XKIHKU, WO 38EpHynach 3a rinaHo8ow KoHcynbmauieto. Cnadkosull xapakmep 3axeoprogaHHs 8 0aHOMY &u-
nadKy He 0ogedeHO. Y x80poi Hasi8Hi cmuamu, xapakmepHi 85t MepHepo8CcbKo20 heHomurly, 3i 36epexxeH-
Ham ¢pepmurnbHoi 30amHocmi. BusieneHo roedHaHy galdy cepus: dsocmyrnkosuli aopmarbHUll KnanaH ma
nponarc mimpanbHO20 KranaHa. BusHayumu xapakmep ¢byHKUIOHaIbHUX MOpYyweHb 8USI8UIOCE HEMOXITU-
80 8Haci0OK HasgieHoOCMI 8UpaxeHoi M’a3080i ducmpodgpii. CmyniHb KoMreHcauii 2eMoOUHaMIYHUX opyuIeHb
3a OaHuMu o6’ekmugHo20 025190y ma exokapdiockorii 00380/1U8 ympuMamuch 8i0 CKepysaHHsI X80poi Ha
KapdioxipypeaidHe nikysaHHs. BidrosiOHo, 3p0brieHO 8UCHOBOK PO HeobXxiOHicmb iHOUBIOyaribHO20 nidxody y
8ubopi KNiHIYHOI makmuku npu cuHOpomi HyHaH, wo xapakmepusyembCsi Pi3HOMaHImHICm0o 8podKeHUX ce-
puesux ead

Kntoyosi cnosa: cuHgpom HyHaH, BpoaxeHi Bagu cepus, kKoMbBiHOBaHi Bagu cepus, AiarHocTvka, KapaioxipypriyHa Kopekuisi.

Cmammsi € ppaemeHmMoM Haykogo-00c/1iOHOI pobomu kaghedpu cimeliHoi meduyuHu i mepanii “Ocobnueocmi nepebiey, npoeHO3y ma
JliKy8aHHs1 KOMOPOIOHUX cmaHie nNpuU 3ax8opr8aHHSIX 8HyMPIWHIX Op2aHie 3 ypaxyeaHHsIM 2eHemu4HUX, 8ikosux i 2eHOepHuUX acriekmig”

(Ne 0118U 004461)

Y cBOil NpOMECINHIN AiSNbHOCTI NPaKTUKYHOYi
nikapi yacto HagalTb AOMNOMOry naujeHtam 3 Ba-
Aamu cepusd, ogHaK Maibke He 3yCTpivaloTbCs 3 CU-
HOopomMoM HyHaH [1]. Lle o6ymoBneHo, nepwl 3a Bce,
HU3bLKOIO 3axBOploBaHicTio Ha RAS-onaril y cBiToBIl
nonynauii Ta CKNagHoK AiarHOCTMKOM, Lo noTpe-
Oye BUKOHAHHS reHeTW4yHoro adanisy. CuHaopom
HyHaH npakTU4HO 3aBXau OiarHOCTYETbCA Y OUTUH-
cTBi. [1pOTAroM XWUTTA Ui NauieHT 3BepTarnTbCs 3a
MeONYHOI AOMOMOrO NepeBaXXHO BHACNIAOK Mpo-
rpecyBaHHsl KniHIYHOT CUMMNTOMATUKU 3i CTOPOHMU
BPOOKEHNX Baf PO3BMTKY Ta NpuUegHaHHS KOMOpPOi-
OHWX CTaHiB. X0o4a ANs OaHOro 3axBOPHOBAaHHA TU-
NOBUM € MOMiOpraHHe YypaKeHHs, HaniCTOTHILIWUM
haKTopoM, WO BM3HAYaE TPUBAniCTb XWUTTH, € Xa-
pakTep Ta CTyMiHb BUPaXEHOCTi BPOMKEHUX Baf
cepus.

HaykoBux pobiT, npucesyeHux cuHgpomy Hy-
HaH, y CBITOBOMY MacluTabi 30BCiM He3Ha4yHa Kinb-
KicTb. Tak, ctaHoM Ha 2018 pik B cuctemi PubMed
npoiHagekcoBaHo nuwe Tpoxm binbwe 3000 Hayko-
BUX CTaTeu, MPUCBAYEHUX LibOMY 3aXBOPIOBaHHIO, 3
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Aknx nuwe 6nuabko 700 MaloTb BiAHOLWIEHHSA 00
BMBYEHHSA BPOOKEHUX Bag cepusi Ta, 3 HUX 30Kpe-
Ma, meHwe 100 pobiT, BUKOHAHMX Ha AOpOCAin no-
nynawii.

B paHin crtatTti HaMuK npeacTaBneHo nitepartyp-
HWUIA OrMNSA4 HUHILWHIX ySBNEeHb NPo CUHAPOM HyHaH,
3 aKLEHTOM Ha OMNMCaHWX BPOAXKEHUX Badax cepus
Ta iHWKWX aHOManiax cepLeBo-CyANHHOI CUCTEMU, a
TakoXX HaMu NogaHo OnMC Naui€HTKU 3 CUHOPOMOM
HyHaH 3 BnacHOI npakTuku.

IcTopia BMBYeHHs cuHopomy HyHaH Gepe cBin
noyartok 3 noyatky 60-Tux pokis XX cToniTTd, Konu
JKakniH HyHaH, guTauui kapgionor yHiBepcutety
AlioBM nomiTuNa, WO AK XNOMNYUKK, Tak i giB4aTka 3
BPOAXEHNM CTEHO30M fereHeBol apTepii Manu Hu-
3bKUI 3pIiCT, NepenoHyaTy CKragky Ha Lui, LWMPOKO
po3CTaBneHi OYHMLj, NTO3 Ta HU3bKO PO3TaLLOBaHI
BYLUHI pakOBUHW. [HWIMMK crioBamu, Anst UMX OiTen
xapaktepHum 6yB beHoTun 3axBoptoBaHHA Llepe-
LIeBCbKOro-TepHepa, OfHaK KifbKiCTb XPOMOCOM
Oyna He3MmiHHa.

B 1963 poui XakniH HyHaH onybnikyBana pe-
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3ynbTaTh CBOIX CMOCTEpexeHb y cTaTTi “Associated
non-cardiac malformations in children with
congenital heart disease” (“loeaHaHHs Hekapgia-
NbHUX aHoMarnin y Aiten 3 BPOOKEHUMM 3axBOpIo-
BaHHAM cepus”) [2]. Ha yce HacTynHe gecatunitra
3a OMMCaHUM 3axBOPIHOBAHHAM 3akpinunacb Hassa
“rinepTenopnam 3 TEPHEPOBCHKUM heHoTunom”. B
1971 poui Ha cumnosiymi, npuces4YeHoMy Bagam
cepusi, 3aBOsIKM KMNOMoTaHHI0 y4yHiB YKakniH HyHaH,
3aXBOpIOBaHHIO Byno MPUCBOEHO iM’A NepLUOBIaK-
pvBaya.

CvHpopom HyHaH Hanexwutb Ao opdaHHuX 3a-
XBOPIOBaHb, ane B UINOMY, reHeTudHi Adedektu
RAS-cuctemmn He € B nonynauil pigkictio. Tak, 3a
AaHumn M.B. daaceHa, NOWMUPEHICTb CUHOPOMY
HyHaH cknagae 1:1000 - 1:2500 oci6 [3]. BapTto
BIAMITUTK, LLO NOKA3HMKN 3aXBOPKOBAHOCTI Ta KIliHi-
YHa KapTuHa He MalTb CYTTEBUX BiAMIHHOCTEN MiX
pisHUMW HauismK | pacamu [4].

CvHpopom HyHaH HanexuTb 0O 3axBOpoBaHb 3
reHeTUYHUM OedEeKToM, Mae CiIMEeNHUN XxapakTep
HacnigyBaHHs, 0gHaK NPOCTEXYTLCA i crnopagnyHi
BUNagku. TpaguuinHO, 3axBOPIOBaHHS YCNaaKoBY-
€TbCA 3a ayTOCOMHO-AOMIHAHTHUM TWUMNOM MiHMK-
BOIO MeHeTpaHTHiCTo. Yonosikn 3 cuHgpoMomMm Hy-
HaH 3aBxaum 6e3nnigHi, TOMy reHeTU4HU aedekTt
nepegaeTbCca NOTOMCTBY Big Matepi. NMaTtomopdo-
noriyHa ocHoOBa 3axBOPKOBaHHS - AedeEKT reHy, Lo
kogye meceHgxepn RAS-cuctemun, a came cnony-
KW, 3anyyeHi Ao nepegadi iHdopmauii 3 nosa- Ta
BHYTPILUHBOKMITUHHOrO npocTopy Ao sapa. RAS-
MexaHiaM — Wwnax nepegadi iHopMauiiHOro cur-
Hany Big FOPMOHIB, LMTOKIHIB, MOMEKYN MKKMITUH-
HOT B3aemogii 3 No3akniTMHHOrO NPOCTOpY A0 KIi-
TUHHOIO f4pa 3 MeTOK perynsauii Npouecis KNiTuH-
HoOro pocTty, AndepeHuiadii Ta metaboniamy. Came
B 3B’A3KY 3 NOPYLUEHHAM BKa3aHuX (PYHKUIN KNiTUHW
Yy XBOPUX Ha CUHAPOM HyHaH 3Ha4yHO 4YacTile, aHiXx
y 3aranbHin nonynsauii, BUSBNATbCSA OHKOMOTIYHI
3aXBOpPOBaHHS.

TpuBanun 4ac BBaxarnocCb, LLO MNATOMOrYHUNA
reH 3Haxo4uTbCHA Ha JOBroMy Mriedi xpomocomu 12,
Ak 6yno BctaHoBneHo B poboti Jamieson C.R. et
al. B 1994 poui [5]. BogHouac, srogom 6ynun Buss-
nNeHi reHeTUYHi MyTauil i iHWKnx nokauin. Tak, y XBo-
pux 3 cuHgpomom HyHaH Ta ¢iGpomaTo3om BuUsIB-
nABCA reHHW gedekt B 17 XpoMOCoMi, Y XBOpUX 3
CYNyTHLO rinodyHKuieto rinodisa - B 22. Hanvac-
Tilwe X npu cMHapomi HyHaH BMABNAETLCA MyTaLis
reHa PTPN11 [2].

HiarHo3 cuHgpoMy HyHaH 3a3Buyaii BCTaHOB-
NIOETBCA LLe B AUTAYOMY BiLli Ha nigcTasi xapakre-
pHOro dheHoTuny, WO CNOHyKae OO aHanisdy kapio-
TUNY | NPY HE3MIHEHIN KiNbKOCTi XpOMOCOM - A0 MO-
[anbLUOro reHeTUYHOro OOCTEXEHHS. 3O0BHILLHIN
BUMA4 NauieHTiB 3 cuHapomMoM HyHaH xapaktepu-
3y€ETbCA KOPOTKOK LUMEID 3 MepenoHYaTo ckrnag-
KOO Ha Hil, HU3bKOK 30HOK BOSOCSHOrO MOKPUBY
Ha rornosi, ManuM 3poCTOM, LLUMPOKO PO3BEAEHUMMU
OYHULAMM, NTO30M, A@HTU-MOHIOMOIAHMM PO3Pi30OM
o4Yer, Mioniet, KOCOOKICTIO, HU3bKO pO3TalloBaHW-
MU BYLUHUMWU pakoBMHaMu, aHomanismu 6ygosu

Lenen Ta NopyLleHHAM NpUKycy, naTonorieto xpeb-
Ta (Kid0o3, ckonios, iHWi TN cknagHux gedopma-
uin). MpakTnyHo 3aBxam cuHapom HyHaH cynpoBo-
DKYeETbCS po3nagamn 3 6oky ctateBoi cdepu. Ce-
pen ocid 4onosiyoi cTaTi HanyacTilwe AiarHocTy-
ETbCA KPUMNTOPXi3M, cepen XiHo4Yol - MopyLUEeHHS
MEHCTpYyarnbHOro UMKy, OfHaK Hepigko 3i 36epe-
XEHO (PepTUNLHICTIO.

Baau po3sBuTKy HEPBOBOI CUCTEMM 3YCTPIvalOTb-
CS BiAHOCHO HeYyacTo, oJHaK 3aTpMMKa po3yMOBOro
PO3BUTKY € TUMOBOK OCOOMMBICTIO, HEPIOKO noea-
HYIOYMCb 3 MCUXoeMoLiiHo nabinbHicTio. Kpim To-
ro, 4yacTo e y AUTa4omy BiLi BUSBNSETbLCA Aedi-
UMUT yBaru, iMNynbCUBHICTb, MiNepakTMBHUIA posrnag,
TPUBOXHWUA Ta [OEenpecuBHUN po3nagun, ayTusm.
MpunyckaeTbCs, WO B OCHOBI LUMPOKOrO CNEKTPY
NMCUXOKOTHITUBHUX MNOPYLUEHb NEXUTb OUCHYHKUIS
rinokamny [6].

Cepen ycix Bag BHYTpIWHIX opraHiB Hambinb-
LLIOIO MipOIO BMIMBAE Ha MPOrHO3 ypaxeHHs cepue-
BO-CYOWHHOI cuCTeMU. HanuyacTilwow BPOMAXEHO
BaZol cepusi € CTEHO3 flereHeBol apTepii, Wo Bu-
ABNAETbCA Oinblie HiXK y nonoBuvHU xBopux. Ha
apyromy Micui - rinepTpodiyHa KapaiomionarTis
(MpMBAN3HO KOXEH TPETIN XBOPUI), HA TPETbOMY -
naTonoria MiTpanbHOro knanaxa.

B 2012 poui Ezquieta B. obctexus 643 nauieH-
TN 3 cuHAPOMOM HyHaH, 3 akux y 172 6yno giarHo-
ctoBaHo MmyTauito reHa PTPN11. BpoaxeHi Baau
cepus BusaBneHo y 156 ocib, 3 Hux y 103 - cTeHo3
nereHesoi apTepii, y 18 — rinepTpodiyHy kapgiomi-
onarTito, y 12 - noegHaHHA CTEHO3y fnereHeBol ap-
Tepil 3 rinepTpodivHo KapaiomionarTieto, y 14 - iH-
Wi TMNM Kapgiomionatiin Ta knanaHHux Bag. He Bu-
ABMNEHO YPaXKeHHs CTPYKTYp cepus nuwe y 9 nadie-
HTIiB [7].

[Boma pokamu nisHiwe Prendiwille T.W. HagaBe
pe3ynbTatn ob6CcTexeHHa 293 nauieHTiB 3 CUHAPO-
MoM HyHaH. BpomkeHi Bagu cepusi giarHOCToBaHO
y 237 xBopux, Yy 57% BoHW Oynu npeacTtaBneHi
CTEHO30M nereHeBoi apTepii. LlikaBoto 3Haxigkoto
cTana BUCOKa YacToTa BUSABIEHHS gedekTy Mixne-
peacepaHol nepetuHkn - y 32% nauieHTis. Y 16%
XBOPUX 3 BadaMu cepus BUSBMNEHO rinepTpodivHy
kapagiomionarito. OcCkiflbku came CTEHO3 NereHeBoi
apTepii CynpoBOAXYETbCA HaMbINbL iCTOTHUMM re-
MOOWHAMIYHUMUN MOPYLUEHHAMW, aBTopaMu npo-
aHarni3oBaHo KinbKiCTb NauieHTiB, Wo noTpebyBanu
1T XipypridHOT KOopekUiT - iX KinbkicTb cknana 65% Big
3aranbHol KifnbKOCTi 3i cTeHo30M [8].

B 2014 poui 6ynu ony6nikoBaHi ABi po6oTn 3
TpuBanum nepiogom cnoctepexeHHs. Colquitt J.L.
npeacraBuB pesynbTaTu cnoctepexeHHs 3 1963 no
2011 pik 3a 113 nauieHTamu 3i cuHapoMom HyHaH.
CTteHo3 nereHeBoi apTtepii OyB AiarHocToBaHWUA Yy
66% xBopux. Nomepnu 3a BkaszaHuI nepiog 7 XBO-
pux, obuncneHa 15-TupiyHa BUXKMBAEMICTb cknana
91% LU0 CBIigUYUTb, B LiNIOMY, NPO Bi4HOCHO HEBUCO-
KAN pU3MK CMEPTHOCTI npwu Adadin natonorii. MNpu
LbOMY BKpan HeCMnpUATINBUM PU3nK-pakTopom 6yB
cepefHin Ta TSXKUMA CTynNiHb CTEHO3Yy IereHeBoi
apTepii [9].
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B pocnipxeHHi Hickey E.J. B3ann yyactb 138
aiten, 3 HUX y 52% OByB NPUCYTHIN CTEHO3 nereHe-
BOI apTepil, y 22% - rinepTpodiyHa kapgiomionaris,
y 20% - pedhekT MmixnepeacepaHoi NepeTuHKN, B
10% - oedeKT MiKLWNYHOYKOBOI nepeTuHKkn, B 6%
XBOPUX - aHOManii MiTpanbHOro knanaHa. TepmiH
cnocTtepexeHHs: 1966-2006 poku. 3aranbHa BMKU-
BaemicTb cknana 91% [10].

HanbinblwmM 3a KinbKiCTIO 3anyyeHuX XBOpUX
ctano pocnigpkeHHa CARNET (Cardiac defects,
morbidity and mortality in patients affected by
RASopathies). YuacTb B3sB 371 XBOpUA 3 CUHAOPO-
Mom HyHaH. TpuBanictb cnoctepexeHHsa - 20 po-
KiB. [lokasHukM BwxMBaemocTi cknanu: 1 pik —
98,8%, m'atupiyHun nepiog - 98,2%, 10-TUpivHWA -
97,7%, 20-tvpiuHni - 94.3% xBopux. Hameuwimim
pu3nK cMepTHOCTI ByB XapakTepHun cepep AiTen
BIKOM MeHLUe 2 pokKiB Ta MOSOAMX OOPOCIMX 3 Ha-
ABHICTIO rinepTpodiyHoi kapgiomionarii, ocobnmeo
npu GiBEHTPUKYNAPHIA oBCcTpykuii. Byno nigTsep-
PKEHO BULLMIN PU3MK CMEPTIi Big cepueBuX MpUYmH
npuv HasiBHOCTI MyTauin reHy PTPN11 [11].

CvHpopoM HyHaH acouiloeTbes i 3 ypaeHHAM
KOPOHapHWX apTepii, WO BigMIYEHO AeskuMu O0-
cnigHukamun. 3oKkpeMa, ekTasis KopoHapHOI apTepii
onucaHa B poboTi Calcagni C. et al [12]. HasBHicTb
GinaTepanbHUX aHEBPWU3M KOPOHaPHUX apTepin npu
cuHgpomi HyHaH BigmiTme Mauro D.M. [13], a
Ringle A. BkazaB Ha MOXNUBICTb €PEKTUBHOIO Xi-
PYpriYHOro nikyBaHHS riraHTCbKMX aHeBpusMm [14].

Arnott C. B 2012 poui Bka3aB Ha MOXNUBICTb
BMHUKHEHHS FTOCTPOro iHpapKTy Miokapga npu CuH-
Apomi HyHaH BHacnigok BPOOKEHOI CXUMbHOCTI 40
TpomboyTBopeHHs [15], a Ramond F. onucas Bu-
nafgoK panToBOi cepLeBol cMepTi Npu atpesil NiBoi
KopoHapHoi apTepii [16].

MpoTAroM OCTaHHIX MATU POKIB ONUCAHO TaKOX
AedekTn aTpio-BeHTPUKYNApHOro kaHany [17], aHe-
Bpu3Mun aoptn [18], koapkTauito aoptu [19] Ta He-
KOMMaKTHUA NiBUA LUMNYHOYOK Y XBOPWUX 3 CUHOPO-
Mom HyHaH [20].

KniHiynnn Bunapok. Xsopa ., Bikom 32 poku,
Oyna pgocrtaBneHa [0 NiKyBanbHO-4iarHOCTUYHOMO
ueHTpy “MepioH” poanyamm 3 METOK NNAHOBOI
KOHCynbTauUil y Kapgionora Ta BUpILIEHHSA MUTaHHSA
npo noganbLue nikyBaHHS.

HiarHo3 cuHgpomy HyHaH ©yB BCTaAHOBMEHWN B
OUTAYOMY Bili Ha nigcTaBi XxapakTepHoro eHoTu-
ny, He3MiHEHOro KapioTuny Ta JiarHoCTOBaHOro
nedekty reHy PNP11.

CnagkoBuii aHaMHe3 - He o0TskeHun. Bunagkm
3aXBOpPIOBaHHSA Ha CMHAPOM HyHaH B poauHi He pe-
ecTpyBanuce. PigHa cecTpa - 3goposa. ['eHeTwu-
HUA CKPUHIHT Ha gedektn RAS-cuctemun y uneHis
POAMHU HEe BUKOHYBaBCH.

Ha MOMeHT ornsgy xBopa ckapru He BUCIOB-
NI0E, NPOAYKTUBHUN KOHTaKT OeLllo YcknagHeHun
yepes 3HWKEHUIN piBeHb iHTeneKTyanbHOro po3BuT-
Ky 3 03HakaMu guTa4voi nosediHku. 3i cniB poaudis,
MEHCTpYanbHUA LUK Y NauieHTKU He NOpYLUEHWUN,
OfHaK nepui AHi XapakTepusylTbca Bypxnmnsoto
NCMXO-BEreTaTMBHOI PEaKTUBHICTIO ¥ hopMi emo-

Tom 18, Bunyck 3 (63)

LinHOI NnabinbHOCTI, Kanpw3HOCTI, ApaTiBMMBOCTI,
MPUCKOPEHHI cepLebunTTa Ta NigBULLEHHS apTepia-
NBHOO TUCKY.

O6’exkTnBHMIM ornsag; 3pict - 162 cMm., Bara - 48
Kr., iHaekc macu Tina - 18,32, acteHiyHmn Tun. XBo-
pa caMOCTIHO He XOAWTb Yepes3 BMpasHy M’S30BY
ancTpoito. KopnctyeTbes iHBanigHUM Bi3KOM.

LWkipa i Buanmi cnusosi gewo 6nigi. lNnepreno-
pY3M, HU3bKO NMOCaAXEHI BYLLUHI pakoBUHW, 3HMXKEHa
30Ha pocTy Bonoccs. [Matonoria npukycy, Cxunb-
HICTb OO0 Kapio3Horo ypaxkeHHs 3y6iB. KnuHonogdio-
Ha pedopmauis rpyaHol knitkn. [NepudepuyHa
HerponarTis, M’s30Ba aTpodisd, nimdocTas.

3 BoKy cepueBO-CyQMHHOI CUCTEMM: NYIbC PUT-
MiYHWIA, 3a00BINBHOrO HaMOBHEHHS i HaMpyXeHHs.
Mexi BigHOCHOI Ta abCcontTHOI TYNOCTi cepusi He
3MiLleHi. BepxiBkoBuin nowwToBx B 5 Mixkpebepl Ha
1cm gocepenmHmn Big NiBoOi cepeaHbOKMIOYNYHOI fi-
Hii. YCC - 84 B xB. AT - 100/60 Mm.pT.cT. CepLeBi
TOHW PUTMIiYHI, 3BYYHi, crnabkuin giacToniyHumn Wym
Ha aopTi. O3HakM nepugeprnyHOro 3acToro BIACYTHI.

3a paHumn EKI™: puTMm npaBunbHUA CUHYCOBUI.
UCC - 82 B xB. EnexrpunyHa Bicb cepuda — He Bigxu-
neHa.

Exokapgiockonia. JliBuA  LIAYHOYOK:  KiHLEBO-
gdiactoniyHMn  poamip - 40 MM., KiHUEBO-
CUCTOMIMHMIA  po3Mip - 29 MM., KiHUEBO-
piactoniyHnin o6’em - 71 M., KiHLEBO-CUCTOSIYHUN
ob’em - 33 mn., ygapHun ob’em - 37 mn. ®dpakuis
BMKMAY NiBOro LnyHoyka - 52%. Maca miokapay -
103 rp., FS - 26%, E/A - 1,1, TOBLUHA MiXKLLAYHOY-
KOBOI NEPETUHKN - 6 MM., TOBLUMHA 3a4HLOI CTiHKM
NIiBOro LWAYHOYKa - 8 MM., BUSBNEHO OiNAHKM TinokKi-
Hesil 3a4HbOI CTiHKN.

MitpanbHuin knanaH: M-nogibHui, poskpuUTTa —
22 MM., rpagieHT TUcky - 15 mm.pT.CcT., nponanc Il
CT. 3 perypriTauieto B ni3Hi0 cuctony. Tpukycniga-
NbHWIA KnanaH: M-nogibHuin, rpagieHT Tucky - 7,4
MM.pT.CT.

Aoprta: giameTp 16-23-18 mm. AopTanbHun kna-
naH: OBOCTYMKOBUN, PO3KPUTTA -15 MM., rpagieHT
TUCKY - 18 MM.pT.CT.

JlereHeBa apTepis: giameTp - 14 MMm., cepefHin
TUCK - 12 MM.pT.CT.

MpaBuin LWINYHOYOK: KiHLUEBO-AiacTOMIYHUA PO3-
Mip - 26 MM., TOBLLMHA NepeaHbol CTiIHKK B AiacTo-
ny - 8 mm.

Ha OCHOBi BMKOHAHOrO KINiHIYHOTO OGCTEXEHHS
He BUSIBMIEHO MokasaHb AMfs KapaioxipypriyHoi Ko-
pekuii Bag cepusi B Hanbnmwkynin 4vac. Xapakrep
nopyLeHb remognHaMikiu Ha Yac ornsgy He € Hera-
TUBHUM B MNaHi cepegHbO-TPUBAaroro MporHoasy.
ApuTMmiyHi noail He Bigmivyanuce. CneundivyHoi me-
ANKaMEeHTO3HOI Tepanii, cnpsiMoBaHol Ha yHKUiO-
HyBaHHS CepLeBO-CyAMUHHOI cucTeMU, He noTpebye.

HapaHo pekomeHpaLii NOBTOPHOrO MnIaHOBOro
BifBiAYyBaHHSA KMiHIYHOrO LiEHTpa 3 METOK KOHCYIb-
TYBaHHS T KOMMIEKCHOTO OBCTEXEHHS LLLOPOKY.

YHikanbHIiCTIO JaHOro BUNAAKy € BUSIBNEHHS
KOMGiHOBaHOI Bagu cepusi - 4BOCTYIIKOBOro aoprta-
NBHOTO KranaHa Ta nponancy MiTpanesHoro knana-
Ha y nauieHTkM 3 cuHapoMoM HyHaH 3a BigCyTHOCTI
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Pedepar

MOPOKW CEPLIA NMPU CUHAPOME HYHAH: IUTEPATYPHbIV OB30P 1 CNYYAI N3 MPAKTUKA
XXpaH B.M., KatepeHuyk O.W.

KntoyeBble cnosa: CUHOPOM HyHaH, BPOXAEHHbIE NOPOKU cepaua, KOM6I/IHI/IpOBaHHbIe nopokKn cepagua, AnarHocTuka,
Kapanoxupyprudeckasa Koppekuus.

B craTbe npeactaBneHbl NUTepaTypHbIi 0630p ONMcaHHbIX MOPOKOB cepAua npu cuHapome HyHaH u
npuBedeH crnyyan m3 cobCTBEHHOM npakTukn. CuHapom HyHaH oTHocuTcs Kk rpynne 3aboneBaHuii RAS-
onaTui, B OCHOBE KOTOPbIX reHeTUYeCkuin edekT KogMpoBaHUS BHYTPUKIETOYHbLIX MEeCCEeHOXePOB MHOp-
MaumnoHHoro curHana. CuHgpom HyHaH xapaktepusyeTcs KINUHUYECKON KapTUHOW BPOXAEHHbLIX MOPOKOB CO
CTOPOHbI Pa3nnYHbIX OPraHOB M CUCTEM, a TakKe NOBbLILUEHHON CKITOHHOCTLIO K OHKOMOrnyeckum 3abonesa-
HUsaM. BecombiM dhakTopom, onpegensowm npogorkuTenbHOCTb XU3HU NPy AaHHOM 3abonesaHuun, SBNs-
€TCS XapaKTep U Bblpa)KeHHOCTb BPOXAEHHbIX NOPOKOB cepaua. CambiM YacTbIM MOPOKOM cepaLa ABnseTcs
CTEHO3 NEroYHON apTepum, KOTOPbIV BbiBNSiETCst bonee YeM y nNonoBuHbl 6onbHbIX. Ha BTopom mecTe - ru-
nepTpoduyeckas kapavommonatusi (MPUMEPHO Kaxabl TpeTu GONbHOM), Ha TPETbLEM - MATONOMUst MUT-
panbHoro kranaHa. B ctaTbe onucaHo KnuHUYeckui cnydan cuHgpoMa HyHaH y B3pOCnow >KeHLMHbI, KOTO-
pas obpatunach C NNaHoBOW KOHCynbTauuen. HacneacTBeHHbIV XxapakTep 3aboneBaHus B JaHHOM cryyae
He JokasaH. Y 60nbHOM NpUCYTCTBOBANMW CTUIMbl, XapaKTepHble Ansi TePHEPOBCKOro heHoTMNa, Npu 3ToM C
COXpaHEHHOW (hepTUIbHOM CNOCOBHOCTLIO. BhbIsIBNEHO KOMOWHMPOBaHHLIM MOPOK cepaua: ABYCTBOpPYaTbIN
aopTarnbHbIN KranaH KU nponanc MUTpansHoro knanaHa. OnpegennTts xapaktep YHKUMOHANbHLIX HapyLue-
HWUIA OKa3anoCb HEBO3MOXHO BCMEACTBUE HANUYMS BblPaXXEHHOW MbleyHon anctpodum. CTteneHb KOMMeH-
cauun reMmoanMHaMU4eCcKnxX HapyLeHUA No AaHHbIM OBBLEKTUMBHOIO OCMOTPA U 3XOKapAMOCKOMNMM NO3BONUN
yaepxaTbCs OT HanpasreHuss 6onLHOro kapanoxmnpyprudeckoe nedveHve. CooTBETCTBEHHO, cAenaH BbiBO4 O
HeobXoaMMOCTV MHAMBMAYANbHOIMO NOAXOAA B BbIOOpE KIMMHUYECKOW TaKTUKM Npy cuHapome HyHaH, xapak-
TepusyloLLerocs pasHoobpasnem BpoXAEeHHbIX MOPOKOB CepAaLa.
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