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IlopaxeHHue CEpA€YHO-COCYAUCTOM CUCTEMBI
IIPU HACAEACTBEHHBIX 3A00A€BaAHUAX
COEAMHUTEABHOU TKAHU

HaC)I€IICTBeHHI>Ie 3a00/eBaHMs  COENMHUTENIbLHOM
takau (H3CT) — aro 3aboneBanus, pasBuBawo-
myecs: BCIEACTBYE MYTAaIlUM PaslINIHBIX T€HOB U IIO-
paxaromye MHOTME CUCTeMbl opraHoB. OfHaKO CMJIb-
Hee OCTaJbHBIX IOPaXKAITCA CepAeYHO-COCYAUCTa
U OIIOPHO-[IBUraTe/IbHas CUCTEMBbI, a TaKXe I/asa
nkoxa [9, 11, 16]. K ganHoit rpymnie 3aboneBaHmit OTHO-
ciaTcs cuHApoMmbl Mapdana, Onepca-Jannoca, Jloit-
ca-IIutua, Cruknepa, AnbIopTra, CUHPOM CEMEHOI
pacciauBalolieif aHeBpU3Mbl TPYAHON aOpTbl, CUHPOM
M3BUTBIX apTepuil, CUHPOM HECOBEpIIEHHOI'O OCTeo-
reHe3a, IBYCTBOPYATDIN a0pTa/IbHbIN KJIallaH U IpyTrue

Ilenbro mccnemoBaHmMsA SBISAETCA aHA/IN3 JaHHBIX 3a-
PYOEXHOIT ¥ 0Te4eCTBEHHOII INTEPaTyphl M YTOYHEHNUe
nHbOPMALUY O COBPEMEHHBIX METOAX JUATHOCTUKYU U
nedenusa H3CT c BoBmeueHMeM cephedHO-COCYAUCTON
CUCTEMBI.

B Hamert pabote MbI TOAPOOHO paCCMOTPUM CUHAPO-
Mbl Mapdana, Jloitca-[Iutia n Inepca-Tanmoca (Cocy-
pucthit v IV Tuim), Tak KaK MMEHHO OHM 4Yallle BCEro
IPUBOAAT K MaTONIOTUU CEPAETHO-COCYAUCTON CUCTEMBbI
(2, 8]. 3a pa3BuTHE KOX/OTO 13 9TUX 3200/IEBaHNUIT OTBE-
JaeT MyTallus ONpefie/IeHHOro TeHa (Tabm.1) [7, 18, 24].

Tabnuya 1
TeHeTUYeCKast OCHOBA HAC/IENCTBEHHbBIX CHHAPOMOB

[eH OTBETCTBEHHbIN
3a pasBuTme 601e3Hn

HasBaHue 60ne3Hn

Cunapom Mapdana FBN1
CuHpapowm Jlonca-AnTua TGFBR1/2
Cunpgpom Anepca-LaHnoca COL3AT1

(CocyoucTbli TUM)

HOpa)KeHI/IH Cep}le‘lHO-COCYﬂMCTOﬁI CUCTEMDBI MOTYT
BK/IIOYaTb B ceobs: AHEBPU3MbI Pa3IMNIHDIX apTCpI/Iﬁ,

C pacC/IOeHNeM UX CTeHKM WM 6e3 Hero, 3HaYUTeNbHYI0
M3BUTOCTD apTEPMIA, IOBBIIIEHHYIO XPYIIKOCTDb COCYHOB,
IPOJIAIIC MUTPAJIbHOTO KJIallaHa, OTKPBITHIN apTepu-
a/IbHBII IIPOTOK, ABYCTBOPYATHIl A0OPTa/IbHbIN K/IalaH,
CTEHO3bl A0PTA/IbHOTO K/IallaHa ¥ K/IaIlaHa JIETOYHOM ap-
Tepuu u gpyroe. B Tabnmuie 2 oleHeHa 4acTOTa BCTpeya-
€MOCTM Pa3/IMYIHBIX IIATOJOTUII CEPHIEIHO-COCYRUCTOMN
CUCTEMBI U IIOPAXKEHNUA OPYTUX OPTaHOB M CUCTEM IIPU
JaHHBIX 3a00meBannii [16].

Tabnuya 2
Yacrora BCTPEYaeMOCTH OPAKEHNST PasTIMTIHbIX
CHCTEM U OPTaHOB
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Hannoca

A — moBbIIIeHHAA XPYIKOCTh cocynos, [IMK — mpo-
JIalic MUTPaJIbHOTO KiamaHa, JAK — [ByXcTBOpYaThIii
aopranbHblil knamad, OAIl — OTKpBITBHI apTepuanb-
HBI TIpoTOK, IMIIII — pmedexT MeXIpencepmHO Ie-
peropouku

Cunppom Mapdana
Cunppom Mapdana — 3T0 ayTOCOMHO-JOMIHAHTHOE
HaCJIefCTBEHHOe 3a00jeBaHue, BO3HMKAIOIlee BCIIEN-
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TMTUTAHHS PEBMATOAOTT. CUMITO3IYM

CTBMe MYTallMy TeHa, KOAVPYIOLIero cCMHTe3 Oe/lka sKc-
Tpale/UTIOSIpHOro MaTpukca — ¢pubpnmmna-1 (FBN1)
[7]. BriepBble 3TOT CMHAPOM OMMCAT TAPVDKCKMIT TTeAM-
arp Autonu bepaap Mapdan B 1896 rony.

YacToTa BCTpeuaeMOCT! JAaHHOTO CMHIpPOMa COCTaB-
nser 1-3 cnyyaeB Ha 10000 Hacenenms [25]. 3aboneBa-
HIe BCTpedYaeTcAd C OfMHAKOBONM YacTOTOM Yy MY>XYMH
U Y KEHIIVH. BeposATHOCTD po>kaeHMs pebeHKa ¢ faH-
HOJI TIaTOJIOTMeNl, eCM OfVH M3 POAUTeNell CTpajaeT
cuHppomMoM Mapdodana, coctasmsier 50%. CemeriHble
CIIy4ay 3TOTO CMHJpPOMaA COCTaBIAKT 75%, a criopapu-
YyecKie, COOTBETCTBEHHO, 25% [2].

B naronormveckuii mpolecc BOB/IEKAIOTCSA MHOTME CH-
CTeMbl ¥ OpTaHbl, TaKMe KaK CepAe4YHO-COCYAMCTAs, ONOP-
HO-JIBUTaTe/IbHasl, AbIXaTe/IbHAasl CUCTEMBbl, 3pUTE/IbHBIN
anmapar, Koxka. JI711 ycTaHOBKM K/IMHUYECKOTO [MarHo3a
cuHppoMa Mapdana ¢ 1991 roga 1CIob3yT HO30/I0T U0
Tenta. ITocnequnii nepecMOTp JAHHOI HO30/IOTUM COCTO-
sanca B 2010 roxy Jloitcom ¢ coast [19]. B Tabnuue 3 npen-
CTaBJIeHbI OCHOBHbIE KPUTEPUU [I7Is1 YyCTAHOBKY KIVMHIYe-
CKOTO inarHosa cuHppoma Mapdana [19].

Tabnuua 3

IlepecmoTpennbie Kputepuu lenta, 2010 rop,
JnarHos cuazpomM MapdaHna MOXKeT ObITb BBICTAaBIEH™:
IIpu OTCyTCTBUN CEMEHOTO aHAMHe3a:

. Pacimpene KOpH:A aOpTHI MM PacC/IOeHVie KOPHSA aOpTHI U HOJ-
BBIBMX XPyCTa/mKa

. Pacummpenne KOpHs aOpThI MM PACC/IOEHNE KOPHS a0OPTHI M My-
Tauusa resa FBN1

. Pacmmpene KOpHs a0PTHI MM PACCIOEHVIe KOPHSA aOPTHI M 7 MK
6osbliie 6a/IIOB IO CUCTEMHOIT LIKasIe

. IopBpIBMX XpycTanmKa 1 MyTauusa rena FBN1

IIpu Hanu4uuy ceMeltHOTO aHaMHe3a:
. IMopBEIBMX XpyCcTanuKa U cuHApoM Mapdana B ceMeliHOM aHaMHe3e
. 7 vy 607ble 6ajIoB IO CUCTEMHOI] IKasle ¥ CMHAPOM Mapdana

B CeMeTHOM aHaMHe3e
. Paciimpenne KOpHs aOPThI MM PacC/IOeHMe KOPHA a0PThl ¥ CUH-
apoM MapdaHa B ceMeilHOM aHaMHe3e

CucreMHas IIKaaa

MpusHak Bannbl

CrMNTOMbI 3aNACTbst M 6OJLLLIOIO NasbLa 3

CvMNTOM 3anaCTbs UM CUMMTOM 60MbLLIOrO NanbLa 1

KunesmaHas rpyaHas knetka 2

BopoHkoo6pasHas rpyaHas kneTka 1

Jedopmaumsa 3agHero otaena cTonsl 2

MnockocTtonne 1

MHeBMOTOpPAKkC 2

OKTa3uns TBEPAOI MO3roBoii 060104KN 2

MpoTpy3unsa BepTnyXHOM BNaAVHbI 2

YMeHbLLEHHOE OTHOLLEHNE BEPXHUI CEerMeHT Tena/HUXHUN 1
cermeHT Tena (<0,85) n ysennyeHHoe OTHOLLEHNE pa3max pyk/

pocT (>1.05)

CKONMO3 NN rpyA0NOSICHNYHBIV KNdO3 1

PaarunbatenbHaa KOHTPaKTypa JIOKTEBOro CycTaBa 1

Jnuesble npuaHaku (3 1 6onee NnpusHaka: gonmxouedanus, 1
3HOdTaNbM, YKIIOH Ma3HOW LLEeNn BHU3, HeAopa3BuTME CKYNOo-

BOW KOCTU, PETPOrHaTns)
KoxHble cTpumn 1

BnunzopykocTb (>3 avonTtpuii) 1

Mponanc MnTpanbLHOro KnamnaHa 1

a8 — Npu OTCYTCTBUM CreLmdrIeckmx Npu3HakoB CUHAPOMOB
Norica-OuTua, 9nepca-AaHnoca, LLnpuHTtueHa-lonbnbepra.

Knmandeckas kaprtuna cungpoma Mapdana MoXeT
BKJIIOYATb B Ce0s1 MHOXXeCTBO CUMIITOMOB. OCHOBHBIMU
MOPA)KEHUSAMM ONOPHO-JBUTATE/IbHON CUCTEMBI ABJIA-
I0TCsI BOPOHKOOOpasHast uny KuaeBupgHas popma rpya-
HOJI KJIEeTKM, KOTOpas IOsBJAeTCA BCIeACTBME Ypes3-
MEpHOTO pOcTa pedep, CUMIITOM 3aIACTbA — JUCTa/Ib-
Hble (pajIaHTM MEPBOrO U IATOTO IajIbLieB HOMTHOCTHIO
HepeKpBIBAIOTCA IIPU IIONBITKE OOXBAaTUTh 3aIfACTbe
IPOTUBONOIOKHOI PYKY, CUMIITOM OO/IBLIOrO Manblia
(puc. 1) — pucranpHas ¢ananra 60/IbIIOrO Mablia HoJI-
HOCTBIO BBIXOJUT 3a JIOKTEBOI! Kpail JIaloOHM TIpK cruba-
HIM TIOTIepeK /IafoHN. TAKenblli CKOMMo3 — OTKIOHEHMe
6ombure 20° (puc. 2), yMeHbIIeHe Pa3rnOaHNs JIOKTA -
<170°, maockocTonMe U MPOTPY3Us BEpTIY>KHOI BIIa-
IMHBL [26]. MeHee yacThIMM IPOSB/ICHUAMU SABIIAIOTCA
roTuyeckoe (apkoBupgHOe) He0O, HEIPABWIbHBIN HIpH-
KYC U pas/IMyHble TulieBble PU3HAKY (Honuxonedanns,
9HO(Ta/IbM, YK/IOH IJIa3HOM L€/ BHU3, HELOPasBUTHE
CKYJIOBOJ KOCTH, PeTPOTHATISA).

Hanbornee yacThIM U TaTOTHOMOHMYHBIM IIPU3HAKOM
Cpemy IOPaXEHUJ 3PUTENbHOIO aIIapaTa ABIAETCA
HOBBIBYX XpyCTaanuKa. Takoke MOTYT OBITh aHOMAJIbHO
I7I0CKasA pOTOBMUIIA, YBeIMY€EHME JUIMHHOI OCY ITTa3HOTO
s16710Ka M TUIIOIUIA3ys pafy>kHoit obomouku. [Tposiie-
HUAMM CO CTOPOHBI [IbIXaTENIbHOM CHUCTEMBI SBJIAIOT-
Csl CHOHTAHHBII ITHEBMOTOPAKC U OY/UIBI B BepXyIIKax
nerkux. Koxxa npyu gaHHOM CMHApOMe MopakaeTcs Ho-
BOJIBHO P€JKO, OJJHAKO, KOXKHbIE CTPUM MOTYT CITYXUTb
OJHUM M3 JMATHOCTUYECKUX KpuUTepueB. Taioxe Xapax-
TepHbI pelMUBUPYIOIINe U IOC/IeoNepalIOHHbIe TPbI-
KU. DKTasus TBEPHOJ MO3rOBO OOOJIOYKM SBJAETCS
YaCTOI HAXOJKOIL IIPU 3TOM 3a00/IeBaHNA.

ITopaxxeHMs cepHeYHO-COCYAUCTOM CUCTEMBI IIpU
cuHppoMe MapdaHa MOXXHO pasfeluTh Ha TpU OO/Ib-
HIMe TPYNIbL: ITOPaKeHME AOPThI U JIETOYHOTO CTBOTA,
HOpaKeHNe KIANaHoB, MOpaKeHMe MyoKapypa (Tabm. 4)
[12, 15, 21].

Tabnuya 4
YacroTa HOPaXKeHIsA OTENO0B CePHeYHO-COCYANCTOI
cucTeMbl Ipu cuHapoMe Mapdana

JNokannzauusa YacTtoTta BCcTpeya-
emMocTn
KpynHblie KopeHb aopTbl /Bocxoasi- 58%/19%/16%/
cocyapl was aopta /dyra aopTbl/ 15%/10%
Hucxopsiwas aopta /Jleroy-
HbIV CTBOS
KnanaHbl MwuTtpanbHbIli /AopTanbHbIiA 80%/50%
Mwuokapp, | JleBbiii xenynoyek /IMpaBbiii 25%/10%
Xenynoyek
OCHOBHBIM ~ COCYIUCTBIM IIPOAB/IEHNEM CUHAPO-

Ma Mapdana sBrsercs GbopMupoBaHME aOPTaTbHBIX
aHeBpPU3M C PUCKOM UX PaccloeHMs MIK paspbiBa. Be-
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Puc. 1. Cumntom 60bLLUOrO nanbua

Puc. 2. Ckonno3s npu cnHgpome MapdaHa

pOATHO, NpyuMHaMyu (GOPMMPOBAHUA aHEBPU3M SABJIA-
eTCsl HapylleHye cuHTe3a GUOPI/IINHA, YTO IPUBOSUT
K HE[IOCTATOYHOCTU MMKPO(UOPMIIT, M HapyLIeHNe pe-
rymanuy TpaHcopMmupyomero ¢gakropa pocra Oera
(TGF-B), crumynupyromero cuHTe3 KOMIIOHEHTOB 9KC-
Tpale/UIIongpHoro MaTpukca [3]. Takxke Helb3s He y4n-
THIBAaTb 3HAYMTe/bHbIE Iepenajibl JaBjeHUsA B aopTe,
M3MeHeHHas! COeMHUTeNbHass TKaHb KOTOPOJ CKTIOHHA
K PacTsDKEHUIO M MEHee yCTOoiuMBa K (PU3MuecKuM Ha-
IPy3KaM, YTO BefleT K MEXaHUYECKOMY HOBPEXICHUIO
CTEHKM aopThl. Pa3pplB M pacciioeHye aopTanbHON
aHeBPU3MBI ABJIAITCA BeNYILIMMU HPUYMHAMM CMep-
T GONMBHBIX cMHApoMOM Mapdana. PaspsiB aHeBpus-
MBI, KpOMe OCTpO}i KPOBOIIOTEpPM, MOXKET COIPOBO-
JKJATbCA OCTPOJ aOpTabHONM HEJOCTaTOYHOCTbIO 1/
VIV TaMIIOHAZIOV Cepylia BCIeHCTBIE YeTO Pa3BUBACTCS
ocTpasl cephedHas HeOCTaTOYHOCThb. Paccioenue aop-
THI Je/INTCA Ha OCTpOe — MeHee JIBYX Hefle/lb OT Havasa
IIPOAABJIEHMIA, IIOFOCTPOE — OT JABYX [0 IIECTV HefleNlb
U XpOHHMYecKoe — Oojlee ecTH Hefleb. Paccioenne Mo-
JKeT paclpOCTPaHATbCA Ha BETBY aOPTHI U NPUBOAUTD
K VX IIePEeKPBITUIO JIOKHBIM IIPOCBETOM cocyaa. Takum
00pa3oM, K OCHOBHBIM CYMIITOMaM PacCIOeHUs aHeB-
pu3MBI (6071b) MOXKET TIPUCOERMHATHCS CUMIITOMATHKA
MO3TOBOI, IOYEYHOI M/IY KOPOHAPHON HeJOCTaTOYHO-
CTHU B 3aBYICHMOCTM OT JIOKaJIM3alyM paccnoeHus. Pac-
HIMpeHe JIETOYHOTO CTBOJIA, He CBA3aHHOE C JIETOYHOII
IuIepTeHsueit BcTpedaetcs y 10% 60MbHBIX CMHAPOMOM
Mapdana u TpebyeT IOCTOSHHOIO MOHUTOPVHTA B CBA-
31 € YIpo30it GopMypOBaHMs HELOCTATOYHOCTI IPABO-
TO JKeNTyA04YKa BCTEACTBIE €r0 IePerPy3KI JaBlIeHUEM.

ITpu aTOM 3260/1eBaHNUM MOTYT OBITH OOHAPY>KEHBI U3-
MeHEHMsI B MUTPa/IbHOM, a0PTa/IbHOM U TPUKYCIIUJIAIIb-
HOM KkianaHax. CaMbIM 4acTBIM IPOSBIEHVEM SBJIAET-
s IPOJIAIIC MATPAIBHOTO KJIallaHa, IIPU 3TOM CTBOPKY
K/IallaHa VICTOHYEHbI ¥ YI/IMHeHbL. IIpomanc mutpans-
HOTO KJ/IallaHa Ipy cuHApoMe MapdaHa ¢ Bo3pacToM
CKJIOHEH K IIepeXOffy B MUTPa/IbHYI0 HEIOCTATOYHOCTb.
ITpy mosiBIeHMY HEZOCTAaTOYHOCTM K/IallaHa B PaHHEM
BO3pacTe €CTb BBICOKMII PUCK Pa3BUTKUA 3aCTOMHOM
CepHeYHOI HefOCTATOYHOCTU Y JIETOYHON T'MIlepTeH-
3. DTO OCIOXKHEHUe SABJAETCA OCHOBHON IPUYMHON
cMepTH IIpu cuHApoMe MapdaHa B eTCKOM BO3pacTe.
TpukycnuaanbHbI KIalaH OOBIYHO IIOPaXKaeTcs B CO-
YeTaHUM C MUTPAJIbHBIM VI M3MEHEHUS B HMX CXOXIN.
AopranpHas HEOCTaTOYHOCTb — 3TO YACTBIl M [ya-
THOCTMYECK! 3HAUMMBII1 971eMeHT CMHPOMa U ABJIAETCA
CTIefiCTBMEM 3HAUNTETIBHOTO PACIIVPEHNUs KOPH a0OPThI.

Ceifyac OnucaHbl TP BO3MOXKHBIX IIPOSIBICHNS TIOpa-
JKeHMsI MUOKapfa Ipy cuHApoMe MapdaHa: TeBOXeTy-
JOYKOBas HELOCTATOYHOCTD, IIPABOXKENYJOYKOBas HEO-
CTaTOYHOCTb M AMIATallMOHHasA Kappmomuonaryus. ITpu
OTCYTCTBMU TSDKEIOTO NOPa)keHMsA KJIAllaHOB CHIDKEHIE
¢pakiyy Boibpoca (PB) 1eBoro xemygodka HabIoaeT-
cs1'y 25% 60mbHBIX, a cHIbKeHne @B mpaBoro xenmygodka
— y 10% 60nbHBIX. B muTepaTypHbIX CTOYHMKAX OMICa-
HJIe TIOpaXKeHMsl TIPaBOTro XKeMy[0uKa MeeTCs TONbKO B
COYETaHMY C IIOPaKeHVeM JIEBOTO JKeyLouKa.

Takxe HeOOXOZMMO IIOMHUTb O BO3MOXXHOM M3Me-
HeHVM QYHKLUM ceppua us-3a gedopMaluy IPYSHOI
KJIeTKIL.
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Jleduenne m mporHos. IlpemaparamMu nepBoii MMHUU
npyu GOpMUpPOBAaHUM aHEBPU3MBI SAB/AIOTCA OeTa-67m0-
katops! [10]. OHM YMeHBIIAIOT MeXaHNIECKOE TOBPEXK-
IeHMe CTEeHKM aopThl, Onarofapsi CHIDKEHUIO apTepu-
a/IbHOTO [JaB/IeHUA U CUJIbl CEepHleYHbIX COKpAaIlleHUIL.
IIpyu HanMYMy TPOTMBOIIOKA3AHMIT UM HEOCTATOYHOM
3¢ exTe BO3SMOXKHO UCIOb30BaHNME OTOKATOPOB Ka/lb-
LJEBBIX KaHAJOB W/WIM WHTUMOMTOPOB aHTMOTEH3MH
npespamiatomiero depmenta (MAIID). Cunraercsa mep-
CIIeKTVBHBIM IIPMMeHeHe IIpelapara 13 IPYIIIbl capTa-
HOB — JIO3apTaHa U3-3a ero aHraronmsma ¢ TGF-. B
npoBegenHoMm Habashi J.P. ¢ coast. [13] ombiTe Ha MbI-
IIax 7103apTaH IpefoTBpalian 06pasoBaHyie aHeBPU3MBI
AQOpTBl ¥ YAaCTMYHO BOCCTAHABIMBAJI IOBPEXXJEHHbIE
a/nbBeoIsIpHbIe Ieperopofku. OueHb BayKHBIM fABJISeTCA
npoduIaKTUdecKoe IpOTe3UpOoBaHUe A0PTHL, O e€ pas-
pbiBa. JleTa/IbHOCTD IIpM IUIAHOBOJI OIepalMil COCTAB-
nsaet 1-2%, a mpyu pacclIOeHNN U paspbiBE aHEBPU3MbI —
6omee 20%. ITokasaHms K XUPYPrudecKoMy BMelLIaTe/Ib-
CTBY IIpeficTaB/IeHbI B Ta0M. 5 [4, 14].

Tabnuua 5
PexoMeHgamiu K IpoBeAeHNI0 XUPYPIUIECKOTO
BMeIIaTeIbCTBA IPU CMHApoMe Mapdana

AmMepurKaHCKMe pekomMeHaa-
umn (ACCF/AHA/AATS 2010)

EBponeickune pekomeHpaumm
(ESC 2010)

AnameTp aHeBpU3MbI > 5 CM

AnameTtp aHeBpU3MbI > 5 CM

Nnn < 5cm, ecnu:

nn 4,6-5 cm, ecnu:

PocT 6bicTpee 0,5 cm/rop,

PocT 6bicTpee 0,2 cm/rof,

B cembe cnyyam paccnoenus
aHeBpM3Mbl gnameTpom < 5
c™M

Cny4yaun paccnamsatoLei
aHEBPW3Mbl B CEMbE

3HauyuTesbHan aopTanbHaa
HeOoCTaToO4YHOCTb

3HauuTesnbHasn aopTanbHasa
nnn MrUTpanbHaa HeaAoCTaTou-

HOCTb

Y XEHLMH nnaHvpyoLwwmx 6e-
PEMEHHOCTb — >4 CM

Y XEHLUMH, NIAHUPYIOLLNX
6epemeHHOoCTb — 4-4,5 cMm

10-neTHAA CMEPTHOCTD MALMEHTOB II0CTIE PACCTIOCHNS
aHeBpM3MBI cocraBisieT 50—70% [6], uTo obycnasnu-
BaeT BAXXHOCTb pPaHHENl AMATHOCTUKY, IPAaBUIBHOTO
MeIVKaMEHTO3HOTO JIeYeHNUs, a TaKXKe CBOEBPEMEHHO
U Ka4eCTBEHHO INPOBENEHHOTO XUPYPIUYECKOTO jede-
Husi. CpemHsisi MPOJO/DKUTETBHOCTD JKM3HU OOBHBIX
cuHppoMoM Mapdana cocrasiser okono 70 et [1].

Cunpgpowm Jlojica-[Iutna

Cunppom Jlojica-[Inutiia — 3TO ayTOCOMHO-[IOMMU-
HaHTHOe 3a0o/ieBaHuMe, BIlepBble omucaHHoe B 2005
TOfy, 32 BO3HMKHOBEHME KOTOPOTO OTBETCTBEHHBI MY-
TallM) B TeHaX, OTBEYAIOLINX 32 CUHTe3 Oe/IKOB-peliel-
TOpOB TpaHcopmupylomiero gakropa pocra bera mep-
Boro u Broporo tunos (TGFR1 u TGFR2), a Taxxe reHa
SMAD3 [18, 30]. Myrauunu B reax TGFSRI/TGFSR2
BenyT K yBennueHnto aktuBHocT TGF-f B KpoBeHOC-
HBIX COCYZaX, YTO BefeT K M3ObITOYHON IPORYKLIMYU
KOJUIaTeHa, MOTepe 3/IaCTMHA ¥ HeNpaBWILHOMY pac-
TIOIO>KEHNIO 3TACTUYeCKMX BOOKOH. JJoCTOBepHO olfe-

HUTb 4aCTOTy BCTpedaeMocTy cuHapoma Jloiica-[ntia
Ha JJAHHBIII MOMEHT He IIpeJCTaBIIAeTCA BO3MOXKHBIM B
BUAY OTCYTCTBMs MacCIITAaOHBIX SMUAEMUOTOTMYECKUX
WUCCIIETOBAHMIL.

3aborneBaHne XapaKTepu3yeTCcsl TPUAKOI IIPOABICHWIL:
pacienieHHOe He00/A3bI90K, TUIIePTeNOpU3M (IIMpoKoe
pacrnornoxeHue rnas), GopMupOBaHue A0PTa/IbHbIX aHEeB-
pusMm [18]. B ocTanbHOM KIMHMYECKasT KapTMHA MOXET
BK/IIOYaTh B CeOsi KPaHMOCMHOCTO3 (paHHee cpaleHne
[IBOB Yepema), 9KTa3MI0 TBEPHOI MO3rOBOIl 00OIOUKIL,
Mmanbdopmanuio Knapu (omyienne MyHaMMH MO3Xed-
Ka B 6O7IbIIIOe 3aTBITIOYHOE OTBEPCTHE CO CAABNMBAHIEM
IIPOJIO/ITOBATOTO MO3Ta), OTKPBITBIN apTepuaIbHbI IPO-
toK (OAII), MSBUTOCTD V1 IOMKOCTb apTEPUil, aHEBPU3MBI
I MIX pacciioeHle 110 BCceMy apTepualbHOMY pyciy. Boime-
JISIOT TpY THIA cuHApoma Jlorica-Iurna: 1 o — 3abore-
BaHIe MPOAB/IAETCA TUIMYHBIMY ULIEBBIMYU CUMIITOMA-
MU, 2 TUIl — TUIMYHbIE TUI[eBble CUMIITOMBI OTCYTCTBY-
10T, OHAKO €CTb KOXKHbIe IIPOSIB/IeHN — BebBeTOBAad,
XpYyIIKad, HOMyIpo3pavyHasd KoxXa, 3 TUII XapaKTepu3yeTcs
Ha/IM4MeM OCTe0apTpuTa. BaXkHO MOAYEpKHYTb, YTO BO
BCeX TUIIAX IPUCYTCTBYeT IOpaKeHNUe CepHedHO-COCY-
IUCTOM cucTeMbl. KnyuHudeckne mposBlIeHNs CMHApPOMA
Jlotica-JuTHa CXOXM C MpOABAeHMAMHU cuHApoMa Map-
¢ana, ogHako A cuHApoma Jlovica-JIuTia XapakTepHO
¢dbopmrpoBaHue aHeBpU3M He TOMBKO B A0pTe, HO M B
6o/ee MeNKMX apTepysX, paHHee, II0 CPaBHEHMIO C CUH-
npomMoM MapdaHa, pacciioeHye 1 pa3pblB aHEBPU3M, OT-
KPBITBII a0PTa/IbHBIN IPOTOK U OTCYTCTBME TTOABBIBIXA
XpyCTaluKa.

Tak Kak Ha IaHHBII MOMEHT elli¢ He YTBEep)KIeHO Aua-
THOCTMYECKVX KpuUTepreB cuHpapoma Jlovica-IIntma, TO
MU YCTAaHOBKE AMArHO3a Bpad JO/DKEH IIOaraTbCs Ha
KIMHIYECKYI0 KapTUHY U MOJIEKY/IAPHO-TeHeTIIecKoe 00-
CTIefioBaHMe ¢ OOHApy>KeHMeM CrielIIecKyX My TaLuit.

MenuKaMeHTO3HOe jledeHle JaHHOIO CMHIpPOMA CXO-
e ¢ TedeHneM cuagpoma Mapdana. Kak u pu cunapo-
Me MapdaHa cunTaeTcs IepCHEKTUBHBIM NPUMEHEHMe
6710KaTopa pelenToOpoOB aHIMOTEH3MHa — JI03apTaHa,
KOTOPBIIT TaKoKe siB/sieTcst aHTaronnctoM TGF-f. Takke
BO3MO)KHO KOHCEpBaTMBHOe JledeHue OeTa-61okaTopa-
mu B codeTanuu ¢ nAII®, capranamu mim 61mokaropamu
KaJIbLIMeBbIX KaHasoB. OpgHako mpu cuHpgpome Jloiica-
JuTHa OTIMYaeTcs TaKTUKA XUPYPIUIECKOTO JIeUeHNA.
ITporesupoBaHue aOpPTHl PeKOMEH[IOBAHO IIPU AyaMe-
Tpe aHeBPM3MBI Oo7Iee 4 CM M3-3a CKTTOHHOCTH aHEeBPHU3M
npu cunapome Jlovica-[IuTia K paHHEMY PacClIOEHUIO
U paspbIBY aHEBPM3M, [JOBOIbHO HU3KOIl JIeTalIbHOCTU
IIpY IJIAHOBBIX ONEpalMAX M JIy4YLIeMy 3a’KMBJIEHUIO
MIOC/IEOTIEPAI[MOHHOM paHBI B CPABHEHUY C CUH[POMaMU
Mapdana u dnepca-annoca [29].

3aboneBaHme XapaKTepu3yeTcs: HeOIarompUsATHBIM
IIPOTHO30M CO CpefHell MPOJO/DKUTENbHOCTDIO XKU3HU
26—37 net [18]. CMepTh HaCTyIaeT BCIEHCTBUE PACCIIO-
€HNA WIM pa3pblBa aHEBPU3MBbI A0PThL, PYTUX apTepuil
CpefHero 1 KPYIHOTO Kanmubpa 11 BHY TpUUYepeIHbIX KPo-
BOM3/IMAHUIL.

Cunpgpom Inepca-JlaHnoca cOCYAMCTBIN THIT
Cunpgpom Onepca-/laHnoca — 3TO Tpynma Hacnef-
CTBEHHBIX 3a007IeBaHIIT COEAVHUTENTbHON TKaHU, XapaK-
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TepU3YIOIINXCA HAPYIIEHUAMM B CTPYKTYpe KojIareHa
U TIONIVOPTaHHBIMI HapyLIeHUsAMU. VI3BeCTHO 60/blIOe
KO/IMYECTBO BAPMAHTOB HAHHOTO 3a00J/IeBaHNs, OJHAKO,
B 1997 rony 6bUI0 MPUHATA YIpOLIeHHAs K1accuduka-
Ly, BKJIIOYAMoOLast B ce6s I1eCTb OCHOBHBIX TUIIOB —
K/IaCCUYECKUIT, TMIIEPMOOUIBHBIN, apTpoXanasus, Co-
CYBUCTBIN, KUPOCKOMMOTUIECKUIT, JepMaTOCIapaKcuc.
OcranbHble BApUAHTHI ObIIN MCK/TIOYEHBI BCTEACTBIE UX
PenKoll BCTpeyaeMOCTH M/VIY HeIIOIHOTO K/IMHUYeCKO-
TO ¥ TeHeTn4ecKoro onucanua. CocygucTblil TUII — 3TO
ayTOCOMHO-ZIOMMHAHTHOe 3abo/eBaHMe, KOTOpOe pas-
BuBaeTca npu myrauun B rene COL3Al, oTBeTcTBEH-
HOM 3a CMHTe3 KoJI/IaTeHa 3, UTO BefleT K eT0 HefloCTaT-
Ky B TaKlX OpraHaX KaK apTepyy, KMIIEYHVK, JIeTKIe
u MaTka [24]. KmHuueckoe TedeHye U IpOrHO3 COCYAU-
CTOTrO TUIIA CYUTAIOTCA HauboJee HeOIaroIpUATHBIMM
cpely Bcex TUIIOB CMHApoMa Jrepca-[lanioca.

YacToTa BCTpeYaeMOCTV COCYAMCTOTO THUIIA TIO pas-
JIMYHBIM UCTOYHMKAM cocTaBmseT oT 1:5000 mo 1:25000
U He 3aBMICUT OT I10JIa ¥ PAcOBOII MPUHAMIEXKHOCTH [5].
MOXHO TpEeRIoNoXUTb, YTO TaKas BapuabeTbHOCTb
YaCcTOTBI BCTPEYAEMOCTV B PAa3IMYHBIX MCTOYHMKAX
00OBsCHSIETCSI He UCTMHHOI pasHuUIlell B pacmpocTpa-
HEHHOCTH 3a60/eBaHysl, a OCBELOM/IEHHOCTBIO I Halle-
JIEHHOCTBIO Bpauell Ha JaHHbIN Auarno3. CoOOTHOIeHMe
CIOpafiMuecKuX U CeMeHbIX CIy4aeB IpU JAHHOM THUIIe
cocrasnser 1:1.

Knunanyeckas kapTuHa ObUla BIlepBble OIMCaHA
B 1892 ropy poccmitckum tepamnesroM b.A. UepHory6o-
BBIM, a MMO3Ke ommcaHa gepmaronoramu E. Ehlers (1901
rox) u H.A. Danlos (1908 rop). Hanbonee xapakrepHbie
IpOAB/IEHNMST — 3TO TOHKas, IHONYNpo3padHas KOXa,
CKJIOHHOCTb K KpPOBOTEYEHUAM, CIIOHTAHHbIE pa3pbl-
BBl apTepuil, KUIIEYHNKA, OEPEMEHHOI MaTKU, JeTKIX,
ITHEBMO- U T€MOTOPAKC, HapylIeHHOe 3a)KMBJIeHNe paH
[28]. IpyrMMu cOCymUCTBIMM HAapYLIEHUAMMU ABJISAIOTCA
BApUKO3HOE paclIVpeHye BeH, MHO)XeCTBEHHbIe apTe-
pUajbHble aHEBPU3MBI IIPEeUMYIIeCTBEHHO B apTepUsX
cpenHero Kanubpa (cene3eHOYHas, IOYEYHbIE, TeYeHOU-
HBblE, apTepUy KOHEYHOCTEl), TPOoMOOIMOOIIMIecKuit
CUHAPOM (TpoM603MOOMNA TETOYHON apTepuit, MHPAPKT
MMokapia u gpyroe). CeppieyHO-COCYAMCTast CHUCTeMa
IpY JAaHHOM 3a00JIeBaHUM TOpaXKaeTcs B 77% CIydaes.
Kpurepun guarHoCTUKM COCYOMCTOIO TUIIA CUHApOMA
Onepca-[lannoca npepcrasieHs! B Tabuie 6 [23].

Tabnuya 6
Huarnoctuyeckue kpurepuu COCyUCTOrO TUIA CUH-

apoma Jnepca-Jlannoca

Bonblume kputepumn (2 nunu 6onee COOTBETCTBYIOT BbICOKOM
BEPOSATHOCTM AMarHosa):

— PaspbiB apTepum, KuweyHka nnm MaTku;

— OG6LUMPHbIE KPOBOMOATEKM;

— ToHkasq, nonynpospayHas Koxa;

— XapakTepHble MLEBbIE MPU3HAKK.

Mankle kpuTepum:

— Akporepwus;

— MNepmMoBuILHOCTb MasibIX CYyCTaBOB (MexdanaHrosble
CycTaBbl);

— Pa3pbiBbl CBA30K WU MbILLILL;

— KoconanocTs;

— PaHHee nposiBneHne Bapnko3HO pacLUMPEHHbIX BEH;

— ApTepuroBEHO3HbIE ManbdopmaLmu;

— KapoTnaHo-kaBepHO3HOE COYCTbE;
— lHeBMOTOpPAKC NN reMoTopakc;
— CeMeliHblil aHaMHe3 BHE3anHou CMepTu.

[l7151 oKOHUYATeNbHOI BepudUKaLY [UarHo3a Heo6Xo-
IMMO TeHeTMdecKoe Mccnefobanue. IIpu xapaxkTepHoil
KIMHIYeCKolt KapTuHe MyTtauys B reHe COL3Al o6Ha-
pyxuBaercsa B 98—99% cmy4aes.

JleyeHme cOCyaMCTOrO TUIA CMHApoMa Jnepca-/laH-
J0Ca 3aKII0YaeTCsl B HOCTVDKEHUM KOHTPOMMPYeMOIt
runorensun (CAJ/I=100-110 MM prt. cT.), nsberanumn
TpaBM, U B YacTHOCTH omepanuii. HemaBHue uccneno-
BaHua Ong K.T. ¢ coaBT. mokasamm, 4TO IpMMeHEHMe
6eTa-afpeH0O/I0KATOPA LIENIIPOTIOA JOCTOBEPHO CHU-
YKaeT PUCK apTepuaNbHbIX OCTIOKHEHUI Y TaKuX 6OMb-
HBIX, YTO aBTOPbI CBSA3BIBAIOT CO CTUMYIIALMEN Liemu-
IIpoJIo/IoM TpaHchopMupylollero ¢gakropa pocTta 6era
[22]. Tak>Ke M3BECTHO, YTO IIPUMEHEHYE IeCMOIIPEeCCHHA
alleTaTa yMeHbIIAeT BpeMs KpOBOTE€UEHM Y NAIIeHTOB
¢ cunpipoMoM Anepca-dannoca [27].

HecmoTps Ha efuHMYHBIE COOOIEHNA 00 YCIENUIHOM
SH/IOBACKY/LIPHOM JIeUeHNM aHEeBPU3M Yy 3TO KaTero-
pUM TAIMEHTOB, XMPYprudeckoe JleueHMe aHeBPU3M
U IpoOBefieHMe [PYIMX IUIAaHOBBIX OIlepaliyil MPOTUBO-
ITOKa3aHO 13-3a BBICOKON IEePUOIEPaIVIOHHON JIeTasIb-
Hocty. HeoTnoxxHble oneparny, n3bexxatb KOTOpble He
IIPefICTaB/IsAeTCS BO3MOXXKHBIM (pa3pbIB aOPTHI MM MO3-
TOBBIX apTepuil, KaJOBbIll IIEPUTOHUT BCIELCTBUE pas-
pbIBa KMIIEYHMKA) HEOOXOMMMO BBIOMHATH C 0CO00I1
OCTOPOXKHOCTBIO [31].

ITporuos 3abomneBanus. CpemHuit BO3pacT Ipu Iep-
BOM apTepUaabHOM WIN KUIIEYHOM OCTIOXHEHUU CO-
crapiseT 23 roga. ¥ 25% 60NIbHBIX TaKlye OC/TOXKHEHNA
MPOMCXOMAT B Bo3pacTe fio 20 71eT, a K Bo3pacty 40 et
OHI IIPOUCXOAAT y 80% 60nbHbIX [5]. CpenHsas npopon-
>KUTENbHOCTD >KM3HM MAI[IEHTOB C JAHHBIM JMarHo30M
cocrasiser 48 nert [23].

BriBojabl

CepreyHO-COCYUCTasg CUCTeMa SAB/ISAETCS OFHON U3
Hanbosee 4acTo MOpa>kaeMbIX CUCTEM OPTaHOB IIPY Ha-
CNIEICTBEHHBIX 3a00EBAHMAX COETMHUTENBHON TKAHI.
M uMeHHO cTemeHb MOpPQOIOrMYECKUX HapYLICHUI
B COCYZiax U CepAlie B HanboblIell CTelleH Y OIpefiensieT
TaKTUKY BefleHNs OObHBIX U UX IIPOTHO3. 3HaHNe U Ha-
LI€/IEHHOCTb Ha IMAarHOCTUKY — OLI€EHKa Ha/lu4usA Kpu-
TepyeB AVATHOCTMKY Y BCEX MAIlIeHTOB C KIallaHHBIMU
MIOpaKeHUAMM Cepplia ¥ apTepyalbHbIMY aHeBpU3MaMU
HEsICHOI 3TUOJIOTMM — OTHOCUTE/IbHO PAcIPOCTpaHeH-
HBIX CUH/IPOMOB, TaKuX Kak cuHapoMm Mapdana, Jloii-
ca-/lutna, IOnepca-Ilannoca, BpauyaMu KapAyuojoramu,
pEeBMaTo/IOTaM!, TepaleBTaMI M CEMEVHBIMU BpadyaMu
II03BO/IUT HOBBICUTb KA4eCTBO ¥ IPONOKUTENIBHOCTD
JKU3HU Y JAHHOI KaTerOpuM NalyieHTOB.

IlepcnieKTMBHOCTD Aa/IbHEMIINX MCCIeOBaHNII B JaH-
HOIT obmacT 060CHOBaHa HEOOXOOVMOCTBIO OIpefie-
JIeHNs AMAaTHOCTUYeCKUX KputepueB cuHpapoma Jloiica-
Iutia, pa3paboTKM U YCOBEpIIEHCTBOBAHMS MTaTOreHe-
TUYECKOV TepaIluy ONVCAHHBIX CUHAPOMOB (I03apTaH,
LIeJIUIIPOJION U [P.) Y YBENMYEHNs JOKa3aTe/IbHO 6a3bl
MEJVIKaMEHTO3HOI TepaIn.
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Ypa>keHHs cepHeBO-CyAMHHOI CCTeMM IIPYU CIaIKOBYX 3aXBOPIOBaH-
HSX CIIOJIyYHOI TKaHVHU

IIpod. JI.B. XKypasiawsosa, O.P. PomaHeHKO
XapkiBCbKMII HaLliOHAJIbHUV MeOMYHUN YHiBepCcUTeT

CnapgxoBi 3axBopoBaHHA criony4dHoi TKaHMHM (C3CT) — 1e 3aXxBOpIOBaHHSA, IJ0 PO3BUBAIOTHCA de-
pe3 MyrTauii pi3HUX IeHiB Ta 3a/y4aloTh y IATOJOTIYHMII IpoLec 6araTo CUCTeM OpraHiB, a HacaMIeper
CepLeBO-CYMHHY, OIOPHO-PYXOBY CUCTeMM, 04i Ta miKipy. [lo crrafjkoBux XBopoO, ki HaifyacTiie Io-
IIKO/PKYIOTh CeplLieBO-CYMHHY CUCTeMY BifHOCATbCA cunppomu Mapdana, Enepca-JJannoca ta Jloiica-
Jitna. CninbHUM /1A [UX CUHIPOMIB € pOpMYBaHH: aHEBPU3M a0OPTH Ta iHIINX CYAMH 3 PUSUKOM IX po3-
HIapyBaHHA. Y CTaTTi IpefCTaB/ieHi CydacHi MOIIAAM 1OJO €TioNoril Ta MaTOreHesy JaHUX CUMHAPOMIB,
aKTYyaJIbHi IiarHOCTMYHI KpUTepil, HOBITHI JOCATHEHHA Y KOHCEPBAaTMBHOMY JIiKyBaHHi Ta peKOMEHJail
IO XipypriyHux BTPY4aHb Y LIi€i TPy MALli€HTIB.

KnrouoBi cmoBa: criaikoBi 3axBoproBaHHsI, cuHApoM MapdaHa, CyuHHI aHeBpU3MIL.

Involvement of cardiovascular system in hereditary disorders of
connective tissue

Prof. L. Zhuravlyova, O. Romanenko
Kharkiv National Medical University

Hereditary disorders of connective tissue are diseases caused by different gene mutation and involve
into pathologic process many organ systems, especially, cardiovascular, skeletomotor systems, eyes and
skin. Marfan syndrome, Ehlers-Danlos syndrome, Loeys-Dietz syndrome are hereditary disorders which
frequently damage cardiovascular system. These syndromes have common feature — formation of
aneurysms of aorta or other vessels and risk of their dissection. The article presents modern view on the
etiology and pathogenesis of mentioned syndromes, current diagnostic criteria, novel achievements in
therapeutic management and guidelines for surgical interventions in this group of patients.

Key Words: hereditary disorders, Marfan syndrome, vascular aneurysms.

KonraxtHa iHpopmanis: JKypasnbosa Jlapuca BonogumupisHa —

3aB. Kadeaporo BHYTpimHboi Meauiyau Ne3 XHMY, nokTop MeguyYHMX HayK, Ipodecop.
XapkiB, 61022, p. Jlenina 4, XHMY, xadenpa BHy TpilIHbOI MeguumHYI Ne3.

daxc (057) 705-66-59, tenedon (057) 705-01-70. Caitr: vnmed3.kharkiv.ua.

Crarra Hapilia go pegaxuii 08.12.2015 p.

110

CXiAHOEBPOIIEHCHKUH )KypPHaA BHYTPIIITHBOI Ta ciMeriHol Mepannuuy, 2016, Ne 1 &



