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COCYOMUCTAA NATOJIOrUSA NPU HACJNIEAYEMbIX HAPYLUEHUAAX COEQUHUTE/IbHOU TKAHU

Mepekanbckas M.A.1, Bonkosa . l/I.2, OcranuHa 10.0. ", Jlykwa E.

[pynna HacneLyemblx HapyLEHW i COEAMHUTENBHOW TKaHW BKIIOYAEeT HECKONbKO
COTEH FEHETUYECKW FETEPOreHHbIX 3a60NeBaHUI, XapakTepu3YLLMXCS CUCTEM-
HbIMU MOBPEXAEHUSAMU COEAMHUTENbHO-TKAHHBIX CTPYKTYP, KIMHUYeckuii Habop
KOTOPbIX 3aBUCUT OT xapaktepa mytauuu. Cpeay HUX ecTb kak AaBHO OMUCAHHbIE
N WMPOKO M3BECTHLIE COCTOSIHWS — Takme, kak cuHapomel Mapdana n dnepca-
[launo, Tak n 3abonesBaHus, ONUCaHHbIE CPABHUTENBHO HEAABHO U, B CUIY 3TOrO,
N3BECTHbIE B MEHbLLEN CTENEHN. B KIMHNYECKYI0 KAPTUHY MHOTUX 13 9TUX CUHAPO-
MOB BXOLSIT COCYAMCTbIE MOBPEXAEHMS, NPEXIE BCErO a0PThl U apTEPUabHOrO
pycna, KOTOpbIM M MOCBSILLEH AaHHbI 0630p.
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KnioueBble cnoea: coeguHnTenbHaa TkaHb, Hacnenyemble HapyLleHns, natonorna
COCYL0B.

' FBOY BMO HoBocnbupCckmMiA rocyaapCTBEHHbI MEAVNLIMHCKMI yHuBepcuTeT M3
n CP PC]D;2 ®reY HHUUMK um. akaa. E.H. Mewankuia M3 n CP PtI);3 [BY3 HCO
'HOKZAL,, HoBocnbupck, Poccust.

Konuenuust HaciemnyeMblx HapyllIeHUH COeNMHUTEb-
Hoit Tkanu (HHCT) Buxrtopa MakKplocuka ocHOBaHa
Ha TOM, YTO €AMHCTBEHHBII T€HHbIN IeDeKT, KOAUPYIOLINI
KakKoM-JIM0O 3JIEMEHT COeIMHMTENbHON TKAaHU, BbI3bIBAET
reHepajin30BaHHbIE KIMHUYECKUEe TposiBaeHus |[1].
B Hacrosiiiee Bpemsi B 3Ty IpyIITy BKJIIOYEHbI HECKOJIBKO
COTCH 3a00JIeBaHUI C ITOJIMOPTAaHHBIMM U TIOJUCHCTEM-
HBIMU HAPYIIEHUSIMU, TIPU 3TOM JUTSI MHOTHX M3 HUX XapaK-
TEPHBI COCYIUCTBIE, OCOOEHHO apTepUaibHbIE, MOPAKEHUS
(Tabm. 1).

TeHeTyeckne acmekThbl, AUATHOCTUYECKHE KPUTEPHH
U cocyaucTas narojorusi npu Hekoropbix HHCT

Cungpom Mapdana (CM). [duccekKunu U pa3pbiBbl
aHeBPU3MBbI a0PThI (AO) €KEroJHO CTAHOBSITCSI TPUUMHON
ot 1% 1o 2% Bcex cIydaeB CMEpTH B IIPOMBIIIUICHHO Pa3BH-
ThiX cTpaHax 1 10 50000 cmepreii B CHIA [3]. YacTb 13 HuX
cBs13aHa ¢ pasmmuHbiMK Baprantamu HHCT, cpenu xoto-
pbIX HanboJiee U3BECTHBIM SIBJISIETCS CMHIpOM MapdaHa
M TPYyIIIa CXOAHBIX ¢ HUM 3a6oseBaHuii. CM — ayToCOMHO-
JNIOMUHAHTHO HacJieayeMasi MaToJOrusl COeNMHUTEbHOM
TKaHW, TUArHo3 KOTOPOW BBICTABJSIETCS COMIacHO IeHT-
CKUM KpuTepusiM, riepecMoTpeHHBIM B 2010 roay [4]. [eHT-
CKasl HO30JIOTUSI BBIIENSIET sl U3MEHEHUI B PasIMIHbIX
opraHax, BKJoYasl JIMIIeBble MPU3HAKU, CKEJeT, Ijasa,
KOXY, JIETKUE, CepAeYHO-COCYIUCTYIO CHUCTEMY, TBEPIYIO
MO3roByI0 000J104Ky B KauecTBe KputepueB CM. Konuue-
CTBO TPU3HAKOB, HEOOXOAUMBIX /ISl TMArHo3a, 3aBUCUT
OT HaJIM4MsSI HACJEICTBEHHON oTsromeHHocTn 1o CM,
BBISIBJICHUST MyTaliuy reHa (puopminmaa — FBNIT — u cBs-
3aHO C BO3PaCTOM.

Haubonee xapakTepHbIM BAaCKYJISIPHBIM TMOpaKeHWEM
npu CM siBiisieTcsl T1aToJIorust KOpHsT Ao, TIpe/icTaBlIeHHast
Iuatauyeii ¢ (hopMUpPOBAHUEM AHEBPU3MBI, a0PTaIBHOM
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peryprutaiuei, IUCCeKIMed W pa3pbiBOM, BO3MOXKHO
BOBJICUCHME BOCXOJSIIEH 1 qaxe Hucxonsueit Ao [4]. De
Backer et al. [5], mpoBoast yJabTpa3ByKOBOE KCCJICIOBaHUE
B3poCIbIX (cTapuie 14 jeT) oOHapyXua, YTO IujaTalus
[JIABHOM JIETOYHOM apTepuM SIBJISIETCS] YaCThbIM MTPU3HAKOM
CM BO Bcex BO3pACTHBIX TPYINax U, MOCKOJIbKY OHA JIETKO
ornpenensiercs ipu Y3U, ee olieHKa JT0JKHA TTPOBOIUTHCS
y BCeX MalueHToB. [1s orpeaeieHust IniaTaly JIETOYHON
apTepuu ObLUTO MpeaiokeHo 3HaueHue 6osee 23 MM. Hucxo-
nsaiast Ao Takxke Obula paclMpeHa, HO rmokasaTesu ee aua-
MeTpa y 60bHbIX ¢ CM 4acTUYHO TIepeKphIBAIUCH C ITOKa-
3aTeNISIMU KOHTPOJIbHOM TPYIIIbI, YTO HE AaJI0 BOZMOXKHO-
CTU pas3neluTh 3HAuYeHUss HOPMBI U  TIATOJIOTUU.
K cunapomam, kmuHudecku 6;1m3kum Kk CM 1 nMeroimm
M3MEHEHMSI COCYIMCTOTO pycia U, IPexke BCero, KOpHs Ao,
otHocATcs: MASS ¢enotun, cuHapom Jlbtouca-/luTua,
cunapom InpuHrt3eHa-lTonpadepra. Mx cBoeBpeMeHHast
JIMarHOCTUKA BaXkKHa, TTOCKOJIbKY KaXKI0€ M3 3THUX COCTOSI-
HUI UMeeT CBOI MpoUIb prcKa 1 TTPOTOKOJ BeAeHUs [4].

MASS denorun (M — MuTpanbHblii KlamnaH, A — aopra,
S — ckenet, S — Koxa) IUArHOCTUPYETCSI Y JIMIL CTaplle
20 ner mpu morpaHUYHOM (Z<2) paclIMpeHUU KOpHSI
aopThl, OTCYTCTBUM CeMENHON oTsrouieHHocTH 1o CM,
HaJIMUUM HE MEHee 5 CUCTeMHBIX JMarHOCTUYEeCKUX TPH-
3HakoB CM, 1o KpaiiHeli Mepe OIMH U3 KOTOPbIX — CKeJIeT-
HBII, B OTCYTCTBME IKTOMUU XpycTaiuka. Mccremnosate-
JIIMU OTMEUaeTcsl Hemporpeccupytoniasi npupoaa auiaara-
LIUY KOPHST a0pThI [4]. ¥ HEKOTOPBIX OOJIbHBIX OOHAPYXKEHBI
mytaiu reHa FBNI1 [6], omHako puCK pa3BUTHSI aHEB-
PY3MbI a0PTHI U €€ MPOrPEeCCUPOBAHUSI OTAETBHO IS 3TOM
MOATPYIIILI He U3y4eH [4].

Cunnpom JIbtouca-/Iutna (CJIJ1) Hacnenyercst ayto-
COMHO-IOMMHAHTHO, BbI3bIBAETCSI MYTALIMSIMU TEHOB,
KOIUPYIOIINUX TIEPBBIM WM BTOPOM THUITHI CYOBEIVMHUIL
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Ta6nuua 1
OCHOBHbIe HapyLUEeHUs apTepuasnbHOro pycna npu
HacnepyembiX HapyLleHUsaxX coenMHMTeanOﬁ TKaHU

HHCT
CvHgpom MapcdaHa

V3MEHEHUS apTepuanbHoro pycna
aHeBPU3Ma, PAaCCNOEHNE, Pa3pbiB KOPHS

1 BOCXOAALLEro OTAeNa a0pThl, PacLUMperve
NIeroyHoi apTepun

Cunapom Anepca-fanno aHeBpK3ma, PaccioeHne, paspblB a0pPTbl,
aHEeBPU3MbI COCYL0B, PACCIOEHUS!, Pa3pbiBbl
COCY/0B, apTEPUABEHO3HbIE GUCTYIbI

MASS ¢peHotnn

CvHgpom Jlbtovca-AuTtua

YMEPEHHOE PacCLUMPEHME KOPHS aopThl (Z< 2)*
aHeBPU3Ma, PacCnoeHne, pa3pbiB aopThl,
M3BUTOCTb, aHEBPW3MbI, PACCIIOEHNE,
pa3pbiBbI COCYA0B

CemeiiHas aHeBpU3Ma
TOpakanbHOM aopThl

aHeBpM3ma, PaccrnoeHue, paspbis
TOpakanbHON a0PTbl, BPOXAEHHbIN
GUKyCMAANIbHBINA KianaH aopTbl
CeMeiiHas aHeBpU3Ma
BPIOLLHO aopTbl

aHeBp13ma abaoMVHANBHOM a0PThI

CewmeliHas n3BUTOCTb
apTepuii

W3BWTOCTb, CTEHO3bI, aHEBPU3MbI, A0PThI
W apTepwuii cpeaHero avameTpa
CnoHTaHHas auccekums
BHYTPEHHEN COHHOM apTepun

[VCCEKLMS 9KCTPaKpaHuanbHOM 4acTu
BHYTPEHHEl COHHOV apTepum, BepTebpasbHoi
apTepun

DdunbpomyckynsipHas
[ovcnnasus apTepuii

CyXXEHVe apTepuii CpeaHero amameTpa, yatle
PEHabHBIX U KAPOTUAHBIX

Anactunyeckas
nceBAoKcaHTOMa

nporpeccypyioLLas OKKio3ns apTepuin
KOHEYHOCTel, KOPOHAPHBIX apTepuit

Mpumevanune: *Z - nokasatenb, XapakTePU3YIOLLWIA COOTHOLLEHWE AuameTpa
KOPHSI a0pTbl, ONPEAENeHHOro axokapanorpaduyeckt 1 NAOWAAN NOBEPXHOCTM
Tena, onpegensemblii No Homorpammam [2], nMbo paccuuTbiBaEMbIl B Pexu-
Me OHnanH (Hanpumep, http://parameterz.blogspot.com/2008/09/aortic-root-
z-scores.html).

pelienTopa TpaHchopMupytolero (akropa pocrta Oeta
(TGFBR1/2). D10 cocrosiHue ¢ aHEBpU3MOI (TUCCEKIIMEi)
BOCXOASIIEH A0, U3BUTOCTBIO apTEPUI, BBICOKUM PUCKOM
pPa3BUTHSI aHEBPU3M U JUCCEKIIUI HA MPOTSKEHUU BCETO
apTepuaibHOro jaepena [7]. OHO xapaKTepusyeTcsl TpUamoi
CHMITTOMOB, BKJTIOYAIOLIUX TUIEPTEI0PU3M, Pa3ABOSHHbIM
HEOHBIN SI3BIYOK/pacIleTuiecHHOe HebO, M3BUTOCTH apTe-
puii. dpyrue, Oosnee BapuabeibHble KIMHUYECKUE MPHU-
3Haku, KoTopble omnyatoT CJIJI ot CM, BkiIoyaroT Kpa-
HUOCHHOCTO3, Malibopmanmu Kuapu, Koconanoctb, Bpo-
KIEHHbIE TIOPOKM CepAla, HeCcTaOWJIBHOCTb LIEHHOrO
oTAesia TO3BOHOYHMKA, AUCTPO(UYECKUE PYOLbI, JIErKoe
00pa3oBaHME CUHSKOB, TOHKYIO IPOCBEUMBAIOIIYIO KOXY,
TIPU 3TOM SKTOIMMU XPYCTaJMKa He BO3HUKAeT. [lalmeHThI
¢ CJI oObIMHO HE MMEIOT BBICOKOIO POCTAa U JUIMHHBIX
KOHEUHOCTE, XOTsI HaOMomaeTcs apaxHomakTwius [4].
B psine ciyyaeB onpenessitoTcst AypajibHast 9KTazusi, OTKPbI-
ThII apTepUaIbHBII MPOTOK. BaXKHO OTMETUTD, YTO Y HEKO-
TopbIX O0oMbHBIX ¢ CJIJI KpaHnodalimanbHble MpU3HAKU
OTCYTCTBYIOT TIPU COXPAHEHWUM arpeCCUBHOTO TEUEHMUS
cocynucroii natojoruu [4, 7]. EcrectBenHoe TeueHue CJI/]
MMeeT TeHIEHLIMIO K 0ojiee arpecCCUBHOMY T€UEHUIO, YeM
CM wunm Backynsipubiii COJ1 [4]. Tlpu CJIJI daranbHas
JIMCCEKIINS apTepyabHBIX M a0PTATbHBIX aHEBPU3M MOKET

Tabnuua 2
OCHOBHbIe TUNbI cUHAPOMa Anepca-AaHno,
UX HacnefoBaHMe U reHeTU4Yecknue OCHOBbI

Tun C34; HacnefoBaHue, reHeTUYeCKoe KapTMpoBaHue
knaccuyeckwii (1, 11) a/p, mytauum reHoB COL5A2, COL5A1, COL1A1
runepMo6ubHBbIn (I11) a/n, y 6onblUMHCTBA reH 1 GuoxMmMnyecknin fedekt

Hen3BeCTHbI, MyTauum reHa COL3A1 n resa TNXB,
KOAMPYIOLLEro TeHacUmH XB

cocyamcTblin (1V) a/p, mytauum resa COL3A1

KMPOCKOAMOTNHECKMI a/p, myTauws reda PLOD1, koaupytoLero nnaun-
(V1) rnapokcunasy

apTpoxanasus (VI A, a/p, mytauum reHoB COL1A2, COL1A1

VII B)

[epmarocnapakcuc a/p, AedULMT aKTMBHOCTW MPOKOANAreH-

(VII C) N-npoTenHasbl, y4acTBYIOLLEN B CUHTE3E

npokonnarexa |, I, Ill Tunos

Mpumeuanne: a/a, a/p - ayTOCOMHO-AOMUHAHTHOE U ayTOCOMHO-PELLECCUBHOE
HacnegoBaHue.

HacTynaTh B 60Jiee MOJIOJIOM BO3pacTe U MPU MEHbIINX pa3-
Mepax auamerpa Ao (<40 mm) o cpaBHeHuto ¢ CM, oco-
OCHHO BBICOKA YaCcTOTa OCJIOKHEHUI OepeMeHHOCTH [7].

Cunnpom IInpunrsena-Tompadepra (CIIT) — cocros-
HMe, cBsi3aHHOoe ¢ MyTatueit reHa FBN1 u niposiiistroneecst
KPaHUOCUHOCTO30M, MaphaHOUAHBIM (PEHOTUIIOM, apax-
HOAAKTWIMEH, aOMOMUHAIbHBIMU I'pbXaMu, Aedopmaly-
SIMU TPYJIHON KJIETKH, 3a1€P>KKOM MHTEJIEKTYaIbHOTO pa3-
Ut [4, 8, 9] 1 BOBMOXHBIM (POPMUPOBAHUEM AaHEBPU3MbI
KOpHsI aopTthl [10].

Crnenytoliye COCTOSIHUSI — ceMeifHasi aHeBpu3Ma (Iuc-
CEeKIIUsT) TPyAHOM Ao 1 OMKYCIUIANbHBIN KanaH Ao TECHO
CBsI3aHbI TeHETUYECKU U KIMHUYECKHU.

Cemeiinas aneBpusma (uccexius) rpyaHoii Ao (CATA) —
TEHETUYECKHM TeTepOreHHasl IpyIia; OrnuMcaHO ayTOCOMHO-
JIOMUHAHTHOE HacjienoBaHue [11], 1sITh reHOB U J1Ba 10T~
HUTENBbHBIX JOKyca [11, 12], accoLMUpOBaHHBIX C JAHHBIM
cocTosiHMeM. MyTtauuu WIeHTU(GUIMPOBAHBI B TeHax
FBNI1, TGFBRI1/2, a tfakxke MYH11 u ACTA2, konupyio-
IIMX KOMITOHEHThI KOHTPAKTUJILHOTO arapara rJialikoMbl-
LIEYHON KJIETKU. MyTauuu reHa TsLKeJIod Lenyd MUO3MHa
MYHI11 npuBomdT K pa3BUTUIO aHEBPU3MbI KOPHS Ao
B COYETAHUM C HE3apOLIEHHBIM apTepuaJbHbIM MTPOTOKOM
[13]. Mytauyu ACTA2, oTBeualolye 3a He MeHee ueM 16%
Bcex ciydaeB CAIA, IpruBOAST K a0PTaJIbHBIM aHEBpU3MaM
B aCCOLIMAIIY C TAKMMU TTPU3HAKaMU Kak iris flocculi (omm-
HOYHBIC 00pa30BaHMS pamykKKM, coAepKallue TUTMeH-
THBI SIUTENNIT), TUBENO, LiepedpabHble aHeBpU3Mbl, BA
U OTKPHITBIN apTepuaibHbIii NpoToK [14]. ¥V maumneHTOB
C JAaHHOM MyTalueil MOTYT pa3BUBAThLCS LIepeOPOBACKYJISIP-
HblE TMOBPEXAECHUSI — PAHHME WIIEMUYECKUE WHCYJIBThI,
0osie3Hb MosIMOST (moyamoya disease), LiepeOpanabHbIe
aneBpu3Mbl Wi panHsas MBC [15]. Bo3pact Havyana u cko-
POCTb MPOrPeccuy a0pTaJbHOM AWIaTallMy IUPOKO BapbU-
pyior [4].

Bukycrmpanbhbii Knanan Ao (BA) — caMblii yacThlid
IOPOK cepaua, Berpevaroumiics y 1% Hacenenust [16].
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Myranuun unentuduiimpoBadnbl BNOTCH 1 1 KCNJ2 renax,
HO 3TO KacaeTcsl HeOOJIbILIOro KojauyecTBa 00JbHbIX ¢ BA
C BbIpaxk€eHHOU KaJbLiM(UKaIeil KiarnaHa WIM aCCOLUK-
POBAaHHBIMU BapyvaHTaMU BPOXKIEHHBIX MOPOKOB cepla
[4]. MHorue u3 nauueHToB ¢ BA nMeroT aHeBpr3Mbl BOCXO-
ISIITIETO OTaeIa Ao, M3BECTHA aCCOIMAIINS TUCCEKIIAN BOC-
xonsiei Ao ¢ BA u koapkrauueii [17]. Haiie Bcero y nanu-
eHTOB ¢ BA HeT mpu3HakoB, xapakTepHbIX it CM, XOTs
B CEMbSIX MOTYT BCTpeYaThcsl AehopMaliiy IPYIHOM KIeTKU
M CKOJIMO3. Y HEKOTOPBIX WIEHOB TakKuX cemeil bA u aHeB-
pusmMa A0 BO3HMKAIOT BMECTE, Y IPYTUMX IUAarHOCTUPYIOT
ymbo BA, mnbo nmatonoruto Ao [18], B CBSI3M ¢ yeM malu-
eHTbl ¢ BA win KoapkTaiuei 10JKHbI ObITh 00C/Ie10BaHbI
JIJIS BBISIBIGHUSI BO3MOXHOU AujaTaliiid KOpHS Ao, a uX
POICTBEHHUKM TEPBON CTENEHU POACTBA MOJIKHBI ObITh
obOcnenoBaHbl Ha 00a coctosiHus [17]. B ommmune or CM
npu BA MakcumasibHasg WM SKCKJIIO3UBHAs IujiaTaliust
BOCXOJISIIIEH aOpThI pa3BUBAETCS BBIIIE CUHOTYOYJISIPHOTO
coenuneHus [19]. [TokazaHo, 4TO B IPUCYTCTBUU Kapauo-
BacKyJISIpHbIX AeeKToB, 0cobeHHO BA u KoapkTaiuu Ao,
YBEJIMYMBAETCSI 4acTOTa ULEPBUKAJIbHBIX JIUCCEKLIMA
Y MHTpaKpaHUAJIbHBIX KpoBou3nusiHuii [20].

Cemeiinasa aneBpu3aMa opromnoii aoptel (CABA) — 3200-
JieBaHUE MYJIBTU(AKTOPUATBLHOI MPUPOILI C PSIIOM TeHEe-
TUYECKUX U CPelOBbIX (DaKTOPOB PMCKA, TaKUX Kak MO,
Bo3pacT, nosbilieHue AJl, runiepiunuaemus [21]. Hapyiie-
HUE MOXET BO3HUKATh KaK YacTh HACJAEICTBEHHbIX CUHIPO-
MOB, JIMOO M30JIMPOBAHHO, HAC/EAYSICh JTMOO ayTOCOMHO-
JIOMUHAHTHO, JIN0O ayTOCOMHO-petieccuBHO [22]. TucToso-
rudecku  CABA  xapakrepusyeTcs  IpU3HAKaMU
XPOHUYECKOTO BOCMAIeHUSsI, IECTPYKTUBHBIM PEMONIETUPO-
BaHMEM DBKCTpale/UIoIsipHoro Martpukca [21]. Omgun
U3 MeXaHW3MOB Jerpamaluu Marpukca Ao, BEPOSITHO,
00yCJIOBJIEH aKTUBALMEl METaUIONpPOTEMHA3 MaTpUKca,
YYaCTBYIOILIMX B Pa3pylIeHUN KoJIIareHa U JPyrux MOJIEKYJT
BKCTPaLeJUTIONIIPHOTO MaTpyKca. AKTUBALIMS METAJLUIONPO-
TEMHa3 MOXET ObITh CBSI3aHAa C MyTallMeil, TPUBOIIIEH
K TIOBBILIEHNIO aKTHUBHOCTM TKaHEBOTO TJIa3MUHOTEHHOIO
aKTUBATOPa, MPEBPALLAIONIETO MIa3MUHOTEH B aKTUBHbIN
MJIa3MUH, BIUSIOIINNA Ha aKTMBHOCTb METAJIONPOTEHMHA3
Matpukca [23]. CABA B 3 pasa yailie BCTpeyaeTcst y MyK-
YUH, MO0 CPAaBHEHUIO C XEHIIMHAMU, MPEUMYLLECTBEHHO
nocie 50 et [24]. 1o nanHbM Y3U, y My>K4nH B BO3pacTe
65—74 ner CABA Bctpevaetcs B 5,4% ciydaeB, TIpU 3TOM
2,3% W3 HUX UMEIOT aHEBPU3MY, paBHYIO 4 cM 1 6onee [25].
PoncreenHuku mepBoit crenienu ponctBa ¢ CABA ecTb
y 15,1% GOJBHBIX, IIPOOIIEPUPOBAHHBIX IO ITOBOAY AHECB-
pU3MBI B CpaBHEHUM € KOHTposibHOM rpyrmoi (1,8%),
COCTaBJICHHOM W3 JIMII TOTO e IoJia U Bo3pacTa 0e3 aHeB-
pusMbl [26]. Cemeitnbie ciayuyan CABA HaGmomarorcst
y 11-20% 6osbHbBIX [27], B CBSI3U € YeM OJIM3KMM POICTBEH-
HUKaM OOJIbHBIX HEOOXOAMM YJIbTpacoHOTpahUUeCcKuii
ckpuHUHL A. Ward (1992) [28] usyuun cBs3b OuaaTaldu
nepudeprnueckux aprepuii ¢ CABA, ornpenensist nnameTpbl
ob1Ieil OenIpeHHOI, MOAKOJEHHON, IIIeYeBOi, OOIIen
COHHOW, BHYTPEHHENM W HApyXHOW COHHON apTepuii

Ta6nuua 3
W3meHeHns apTepnanbHOro pycna npu pasndHbix
Tunax C3[,

M3meHeHus apTepranbHoro pycna Tun CO/;
KJ1aCCUYECKui,

rMNepMOBUILHLIN,

HenocTaTo4HOCTb a0pTaNbHOMO KanaHa,
Aunataums CUHYCOoB BasibCanbBbl, aunataums

BOCX0AsLLEN Ao, pa3pbIB/paccrioeHne KOCKONMOTNYECKUIA
BocxoasLen Ao

Lunataums Hucxoasen Ao, COCYAUCTbIN,
pas3pblB/paccnoeHne HuexoasLen Ao KOCKONMOTUHECKUIA

PaspbIB/paccnoeHuie apTepuin CPeaHero
avamerpa

COCYANCTbIN,
KnOCKONMOTUHECKUIA
AHeBpPU3MbI apTepuii CpeaHero amameTpa,
ApTepuarnbHble, apTEPUOBEHO3HbIE
(KapOTWAHO-BEHO3HbIE) DUCTYNbI

COCYAVCTHIA, PEAKO TAXeNbI
KNaccu4eckuin

Mpumeyanme: no matepvanam AMTeEPaTypHbIX NCTOYHMKOB [33-36].

C TIOMOIIBIO IIBETHOTO MOYTUIEKCHOTO CKaHUPOBAHMS
y 36 mauueHToB 1 30 JIMI KOHTPOJIbHOIM TpyTibl. CpeaHuii
IUaMeTp TMepudepryecKUX apTepuii ObUT ITOCTOBEPHO
oouble y nauueHToB ¢ CABA, yeM B KoHTpose. [1pu atom
nunaTanys nepudepuyeckKux apTepuii Obljla oOHapyXkeHa
B TeX 00JIACTSIX, KOTOPBIE PEIKO, €CJIM BOOOIIE KOTaa-Iroo,
nopaxatorcst arepockiiepozoM. Csizu CABA u aTepockiie-
po3a M3y4yaloTCsl, BBICKA3BIBAIOTCS MPEATONIOXEHUS, UTO
3TO pa3Hble 3a001eBaHusd [27].

CemeiiHasi aprepuajbHAsi M3BHTOCTb — PEIKOE ayTo-
comHo-penieccuBHoe HHCT, xapakrepusymolieecs: BbIpa-
>KEHHOM M3BUTOCTBIO, CTCHO3aMU M aHEBPU3MaMM aOpTHI,
apTepuii CpeqHero nuamerpa (4acTto 3KCTpa- U MHTpalepe-
OpasibHbIX), Tepu(hepUIEcKM JIETOYHBIM CTEHO30M
C BoBJeueHMeM ckejleta M Koxu [29]. Tenetmdeckuii
IeheKT — TOMO3UTOTHAsS JTMOO CIIOXKHAsI TeTePO3UTOTHOCTh
no mytaiuu SLC2A10 — reHa, KOOWUPYIOILIETO SIAEPHbIN
MeMOpaHHbIi TpaHcropTep rmoko3sl GLUT10 [30]. 3a6o-
JIEBaHKE Yallle JUarHOCTUPYETCs] Y HOBOPOKICHHBIX ITOCTIE
SITM30I0B HAPYIIICHUIA MO3TOBOTO KPOBOOOPAIICHNS, TIPH-
BOISI K JICTAJIBHOMY HCXOIy B MJIaICHYCCKOM BO3pacTe,
OITHAKO BBIPAKCHHYIO M3BUTOCTD PA3TMIHBIX 3JIACTUICCKIX
U MBILICYHBIX apTEPUil, YaCTO ¢ MUHUMATBHBIMU CUMIITO-
MaMU, HaXoMsIT U 'y B3pocbix [31].

CrnoHTaHHAs JMCCEKINs BHYTPEHHell COHHOI apTepun —
COCTOSTHHE C HEW3BCCTHBIMU TCHETMUCCKUMM MeEXaHW3-
MaMu. OTIICaHO HECKOJIBKO CeMeil CO CITIOHTaHHOM IMC-
CEKIIMEN IKCTPAaKPAHUAJIBHON BHYTPEHHEW COHHOM apre-
puM M/WIK BepTEOpabHOW apTepuu, B OTCYTCTBUE
(uOPOMYCKYJISIpHOM OUCILIA3MM U IPU3HAKOB IPYTUX
aprepuoratuii. I[Ipy Guorncum BUCOYHOM apTepry BBISIB-
JITFOTCST CTPYKTYPHBIC MU3MEHEHUST BIIOJIb TPAHUIIBI MeTHa-
anseHTULIMS [32].

Cunnpomsr Dniepea-/lanno (COJI) — cieayroliast rpyria
HapylIeHUI ¢ pa3HOOOpa3HbIM BOBJIEUEHUEM COCYIUCTOMN
CUCTEMBI SIBJIICTCS TCHETUIECKM,, KITMHUICCKI Y OMOXUMM-~
YeCKM Ppa3HOOOpa3HOM M JOCTAaTOYHO PaCIIPOCTpaHCHHOM
TaTOJIOTHEN COoeaMHUTEIbHONM TKaHW. OHa OObemMHeHa
BOBJICYCHUEM JIByX OOJacTeii — CYCTaBOB C DPa3BUTHEM
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TUTNIEPMOOMJILHOCTU U KOXM, U3MEHEHMST KOTOPOM BKITIO-
YalOT TTOBBIIIEHHYIO PacTSKUMOCTh, MCTOHUCHUE, XPYII-
KOCTb C HapyllleHUeM 3aXUBJeHUS U (OpMUPOBAHUEM
aTpoUUecKUX pyoLIOB, a TAKXKE MITKOCTb (0apXaTUCTOCTD)
[33]. Knaccudumupyercss COJ1 B coorBerctBUM ¢ Bui-
JiebpaHIIICKOil Ho3oj0THel 1996 T, BBIIEISTIONICH IIIeCTh
OCHOBHBIX W DSl NOMOJHUTENbHBIX TUIIOB COJI [34],
OCHOBHBIE 13 KOTOPBIX MTPEICTaBICHbI B TA0OIUIIE 2.

OcHoOBHBIE cocynucTble u3aMeHeHus npu CHOJI mpen-
CTaBJIeHbI B Tabau1e 3.

Backynsipubiii Tun CBJ1 xapaktepusyercsi 0COOeHHO-
CTSIMU 4YEPT JIMIIA, TOHKOM, MPOCBEYMBAIOLIECH KOXEN,
XPYIIKOCTBIO COCYIIOB U TKaHel. KapnuHanbHbIe IPU3HAKH,
otanyaroiue BackyasipHbiii CBJ1 or CM — ToHKas Koxa,
Jlerkoe oO0pa3oBaHNe CUHSIKOB, 00pa3oBaHue AUCTpoduye-
CKUX PYOLIOB, apTepuasibHble 1 BUCLEPAJIbHbIE Pa3PbIBbI
U pa3pbiBbl MaTKU BO Bpemst 0epemeHHocTH [33]. Cocynu-
CTBIE OCJTIOKHEHUST — OCHOBHAST TIPMYNHA CMEPTH OOJTEHBIX
BacKysipHbiM CO/I. BackymisipHass martojiorusi BKJTIOYaeT
aHeBpU3MbI apTepuil OT MaJloro 10 CpPelHero Auamerpa,
TaKuX KaK peHalbHble, CEIe3eHOUYHbIE, TMOAMBIIIEYHBIE,
rieyeBble, OeIpeHHbIe, MOJKOJEHHbIE, BHYTPEHHUE
coHHble. Hanbosee yactele mMecta pa3pblBOB — IpyaHast
KJeTKa 1 kuBoT (50%), pexe cTpanaloT rojiosa u wmest (25%)
n KoHeuHoctu (25%) [37]. LlepeOpabHble BacKyJsIpHBIC
OCJIOXKHEHUS COCTABJISIIOT MHTPaKpaHUAIbHbIE aHEBPU3MBI,
CIOHTaHHbIE (DUCTYJIBI KAPOTUAHBIX KaBEPHO3HBIX CUHY-
COB, JMCCeKLMU liepeOpayibHbIX aprepuii [38]. YacTbiMu
COCYIMCTBIMU OCJIOXKHEHUSAMU BackKyJisipHoro CHOJI siBisi-
eTcst (hopMHUpOBaHUE apTEePUOBEHO3HBIX (DUCTYJT, KPOBOTE-
yeHMs (BHYTpeHHUE, C 00pa3oBaHUEM reMaToM, CyoXopu-
OHUYeCcKue), MHCYJIBThI, MHMapKThl [33]. [1ocae pa3prisa,
ecau 00JbHOM BBIKWII, 00pa3yloTcsl JJOXKHbIE aHEBPU3MbI
U GucTysbl. bosbllioe KOIMUYECTBO COCYAUCTBIX OCIO0XKHE-
HMII BO3HMKAaeT BO Bpemsi OepemeHHoctu [33]. B psme
clydyaeB MpM COCYAMCTOM TUIIE€ pacciaauBaeTcsl/pa3pbiBa-
eTcsl Hucxosast Ao, ee 0oJblIMe BETBU U KPYTTHbIE apTe-
pun. PaspbiBel Ao M apTepuii MOTYT IIPOMCXOAUTH 0Oe3
MpeAlIecTBYIONIeH nuiataunu (B OTJIMYME OT Kjiaccuye-
CKOT'0 Y TUIIEPMOOUIBHOTO TUTIOB), XOTS U MOI'YT TIpeBa-
pATbCA aHeBpU3MaMM, apTepUOBEHO3HBIMU (DUCTYJIaMU,
auccekuusmu [33].

JIs1 Kimaccuyeckoro, TMnepMoOmIbHOTO, K(OCKOINO-
TUYECKOTO TUIIOB XapakTepHa JAUaTalMs BOCXOAIIen Ao,
TIPEIIIeCTBYIONIAsT TTOCCAYIOIEMY €€ PacCIOCHUIO/pa3-
PBIBY, TIO3TOMY B OTCYTCTBUE BBIPa’KEHHOW IUIaTaliun
aopThl PUCK JMCCEKIUU Y 3THUX MAlMEHTOB HE YBeJW4YeH
[33, 35]. [IporHo3 u3y4yeH HeAOCTAaTOYHO, OJHAKO B LIEJIOM
TSDKECTh  JWJIaTallMM  3HAUYMTEJIbHO MeHee BblpaxKeHa
no cpaBHeHuo ¢ CM [33]. Oxunmaemasi TTpOIOJKUTEITb-
HOCTb XW3HU 3aBUCUT OT THUIIA, 32 MCKJIIOYEHUEM COCYIN-
CTOTO THUIIA, TIPU KOTOPOM MPOJOKUTETBHOCTD KU3HU
MPaKTUYECKU HE UBMEHSIETCSI.

DudpomycKysipHas auciuiasus aprepuii (PM]I) — Hea-
TEPOCKIIEPOTUYECKOE HEBOCMAIUTENIBHOE apTepuaibHOE
TTOBpEXICHNE, BOBJICKAIOIIee, TTTABHBIM 00pa3oM, peHaTb-

HbIe ¥ KapoTHIHBIE apTepun. Cpean MalMeHTOB ¢ UIeHTH-
bummposanHoit @MJI BoBIIeUeHHE COCYIOB TTOYEK OOHA-
pyxeHo y 60—75%, 11epeOpoBacKyISIpHOE TMOpakKeHue —
y 25—30% (c TOYKM 3peHUST HEBPOJOTMUYCCKIX ITEPCIIEKTHB
DOM/JI — BaxkHast MPUYMHA WHCYJIBTA Y MOJIOIBIX), BUCILIE-
pajibHbIe COCYIbl BOBIEKalOTCs Y 9%, apTepuy KOHEYHO-
creit —y 5% [39]. OnmcaHbl ceMbU ¢ ayTOCOMHO-IOMWHAH-
THBIM HacnenoBaHueM OMJI [40]. Yaiie Oonetor KeH-
IIMHBI, U3BeCcTHO, uTo DM]I roveuHoit apTepuu, BeayLast
K AI, BO3HUKaET, IJIaBHBIM 00pa3oM, Y SKeHIIMH, MaHHUde-
ctupyst B panHeM Bospacte. Kpome AI' ipu @M Bo3-
MOXXHBI MHCYJTBTHI, MH(DAPKTHI, IIepeMesKaroIasicst XpoMoTa
[41]. BycoobOpasHble awiatanuy, HaOJTIOAAIOIIMECsS TIPU
DM/, cxXomHbl MO CBOMM pa3MepaM U TUCTOJOTMYECKUM
XapakTepuCcThKaM ¢ aHeBpuaMamu. Csizb Mexay DMJ]
Y aHeBPU3MaMU HesICHa, HO, BOBMOXKHO, YTO OHAa OCHOBaHa
Ha JIeXKallleil B IX OCHOBE COCMMHUTEIbHO-TKAHHOM TIPO-
OneMe, TIPUBOMIICH K yTpaTe MPOYHOCTH apTepUaTbHOMN
CTeHKM. DTa C1aboCThb MOXKET IMPUBOAUTHL K JWjIaTalldu
cocyna (¢ (hopMUpOBAaHMEM aHEBPU3MBI 1 HUTKK OyC IpU
®OM]I a TakKe MOBPEKICHUS, KOTOPOE 3aTeM BBI3BIBACT
KOMITIEHCATOpHYI0 (prbporuiazuio). @MJI JeKUT B OCHOBE
15% CHOHTAHHBIX IEPBUKAIBHBIX TUCCEKLIUMI, AUCCEKIIMU
ipu @M1 HepeaKo ObIBAIOT MHOXECTBEHHBIMU [42, 43].

DacTH4ecKkas NCeBIOKCAHTOMA — BPOKICHHOE MYJIBTU-
cucTeMHoe 3a00sieBaHKe, MPOSIBISIIOLIEECS] aKKyMYJISILIMe
KaTbITMGUIIPOBAaHHBIX 1 (hparMEHTHPOBAHHBIX 1acTHIC-
CKMX BOJIOKOH B KOXE€, COCYIWCTOM CTeHKEe, MeMOpaHe
bpyxa [44]. B ocHoBe nexut mytarust reHa ABCC6, konu-
pYIOLIEr0o MeMOpaHHBII MPOTEMH C HEsICHOW (DYHKIIUEH.
Hawnbosnee Tsokero mopaskaroTcst KoKa, I1asa, sKeJyIoqHO-
KUIIIEYHBIN TPAKT ¥ CepACIHO-COCYIMCTast crcTeMa. Bosire-
KaroTCSI apTepry 3TaCTMYECKOTO Y MBIIIEYHOTO THUIIOB,
BKJTIOYAst KOPOHAPHBIE, C PAa3BUTHEM ITOBPEKIECHUS ITO THITY
aptreprockiiepo3a Menkeoepra [20]. BosHukaror niepude-
puyecKue M KOpOHapHbIe apTepualbHble OKKIIO3UU,
XapaKTepHbI XKeJIyIOUHO-KUIIIEUHbIE KpOBOTeUeHUs [44].
CyXeHHe TIpOCBEeTa apTepuii IPOTrPECCHUPYeT BILIOTh
IO TIOJTHOW OKKJTIO3WM, YTO TIPOSIBIISIETCST OTCYTCTBHEM
riepudeprdecKoro Imyiabca. CyxKeHue porpeccupyeT Me-
JIEHHO, YCII€BalOT Pa3BUBATbCS KOJUIaTepaiu, UIIEMUS
pa3BHUBaeTCs MO3AHO. YacTo moBpeXKIaroTCss KOPOHAPHBIE
COCYIBl C BO3HMKHOBEHHEM WIIEMHUUYECKOM OO0JIe3HH,
nHbapkToB. Ilpu aprepuorpacdpuu oOHapPYKUBAIOTCS
Cy)XeHHWE WIN OKKIIO3Us Tepudepruueckux apTepuit
C BBIDAXKEHHOM KOJUIATEPATIbHOM LIUPKYJISILIUEN, OCOOEHHO
B BEpXHUX KOHEYHOCTsIX [20, 44].

HekoTopble npMHIMIbBI BeIEHHs MAIMEHTOB C COCYAUCTOM
narosorueii npu CM u Backy;sapaom CH/I.

YuuteiBasi BO3MOXHOCTb pPaHHUX OCJIOXHEHMI (pac-
CJIOEHHE aOpThl, Pa3pbIB COCYIMCTHIX aHEBPU3M, UHCYIIET,
WHOapKT MUOKap/a, TeMOIeprKap/, BHyTPEHHKE KPOBOTE-
YeHUsI) W BHE3aITHON CMEPTU OT CepIeYHO-COCYIMCTOMR
natojoruu, paHHss auarHoctuka HHCT sBnsiercst xus-
HEHHO-BaXKHO JIJIS TTAIIUeHTA.
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3a mociemHe MeCITUICTUST CPEIHSIS TTPOMOIDKUATEIh-
HOCTb ku3HU Tipu CM Bo3pociia TpUOIM3UTETEHO Ha OTHY
TpeTh [45]. DTO cTao BO3MOXKHBIM, O1arogapst COBepIleH-
CTBOBAHUIO TMAarHOCTUYECKOM TEXHUKH U yCIIeXaM Kapauo-
XMPYPIUH, OMHAKO BaXKHEUIITNM HarlpaBICHUEM B JICUCHUN
CM ocraercsd npo¢uIakKTUKa OCIOXHEHUI — TIpexie
BCETO, PACCIIOCHMS M pa3pbiBa A0. YIBTpa3ByKOBasl OllCHKA
A0 TIPOBOIUTCSI €XErofHO, €CIU ee AUaMeTp Ha YPOBHE
cuHycoB BanbcanbBbl MeHee 4,5 cM. [pu nuametpe 4,5 cm
u Gonee, BO BpeMst OepeMEHHOCTH, TIpU OBICTPOM TEMIIe
YBEIMYCHUS pa3MepOB A0 3XOKAPIUOCKOIHST TTPOBOIUTCST
vare [46, 47]. Ipu aunatauuu Ao (Z>2) 6oabHbiM ¢ CM
MOKa3aH MOCTOSIHHBIN KOHTPOJIb 3a ypoBHeM AJl, o0si3a-
TeJNIbHBIN TpUeM OeTa-aapeHOOJOKATOPOB HE3aBUCUMO
oT Bo3pacrta [46]. CormacHO aMepUKAHCKUM PEKOMEH/Ia-
st 2010 1, BBITIOJIHEHNE XUPYPIUUECKO peKOHCTPYKIIUU
11e1eco00pa3Ho, eCIIH TTOKA3aTeN b, TTOYUCHHBIN TIPU JIeJTe-
HUY MaKCUMAaJTbHOM TUTOIIAIN TTOTIEPEYHOTO CEUeHUST BOC-
xomsieil Ao Wi KOopHST Ao (BbIpaXXEHHOI B KBaIpaTHBIX
CaHTUMETpax), Ha POCT OOJBHOTO (B MeTpax) MpeBbIILIAET
10. Y GonbHBIX ¢ MEHEe BLICOKMM POCTOM PACCIOCHUE pa3-
BHMBAaeTCS TP MEHBIIMX pa3Mmepax Ao, a y 15% OoIbHBIX
¢ CM Ao paccnauBaercs npu pasmepe meHee 5,0 cm [47].

XoTs1 OOJNBIIMHCTBO TALMEHTOB ¢ BacKy/IsipHbIM CBJI
BbIKMBAIOT U TIOCJIE MEPBOro, U TOCe BTOPOrO SIMU30I0B
COCYIMCTBIX OCITOXKHEHUIA, B pe3yJIbTaTe OHU BCE PABHO YMH-
patoT paHo [33, 48]. [Ipu nocranoBke auarHo3a CH/I peko-
MeHmyeTcsl obsi3aTesnibHOe TipoBeaeHue IxoKI ¢ m3mepe-
HueM auameTpa Ao. JlanbpHeias TaKThKa 3aBUCUT B OCHOB-
HOM OT pa3mepoB Ao [33]. MenukamMeHTO3Hasl Teparius
cocymucroro C3BJI BkIo4aeT arpeccuBHoe JedeHue Al
¥ KOHTpoIb AJl, sMIMpudecKoe MpHMEHeHe OeTa-aapeHo-
0JIOKATOPOB, XOTSI IOCTOBEPHBIX JTaHHBIX 00 UX 3(PHEeKTUB-
Hoctu ripu CHOJI Her [33]. [TaumeHnTtam ¢ BacKymsspHbIM CO/]
TaK xe, Kak v mpy CM, peKOMEH/IYIOT n30eraTh (hr3nmIecKux
Harpy3ok, TakKMx Kak KOHTaKTHbIe BUABI criopta, (yroo,
XOKKEH U T.1I., TSDKeJTasl aTyIeTHKa 1 CUJIOBBIC BUJIBI.

OcnoxHeHus BackyisipHoro C3OJI TpeOyroT rocrura-
JIN3aIlA, KOHCYJIBTUPOBAHUS DPA3IMYHBIMUA CIICIIAATH -
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cTaMM (XUpypraMu, TepareBTaMu, paauojioraMmu, akyle-
paMM U KIMHUYECKUMU TEHETHMKaMU), HaOJIIOICHUS
B OTAEJEHUU WHTCHCUBHOI Tepamuu, a UHOTJAA U CPOU-
HOTO XUPYpPrMYeckoro BmemnaTtenbcTBa. [36]. Tam, rme
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CKMe BMeIlaTeJbCcTBa Tpu BackyasipHom COJ] HecyT
PUCK OCJIOXHEHUI M CMEpPTU M3-3a pa3pbiBa COCYIOB
cpenHero nuaMeTpa MW AO KaK CIOHTaHHBIX, TaK
U B pe3yibTaTe HeOosblIOK TpaBMbl. M3HavyaabHOE
MOBPEXAEHUE MOXET CIMTOHTAHHO YBEJWYMBATHCS, IIBbI
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HUsI, a IepeBsI3Ka cocyia MOXeT 0Ka3aThCsl CJA0XKHON WK
HEBO3MOXHOI, B CBSI3W C YeM JIJIs 00eCIIeYeHUsT BHYTPU -
OIEepallMOHHOTO reMOocTa3a Jy4llle BCero MCIOJb30BaTh
snektpokoaryasuuto [33]. Tlpu omepaTMBHBIX BMelIa-
TEJBCTBAX, MPOBOISIIUXCS C LEIbI0 KOHTPOJISI KPOBOTE-
YEeHUS MPU pa3pbiBe apTepuu, PEKOMEHIYETCsl IpUMeEHe-
HUE MPOCTBIX XUPYPTUUECKUX TEXHUK, MOCKOJbKY Oosee
CJIOXHbIE MOTYT TPUBECTU K JaJbHEWUIIUM TpaBMam
u KpoBousnusiHusIM [48]. OmepalioHHasl JIeTaIbHOCTh
y MaIMeHTOB C COCYAMCTBIMU OCIOKHEHUSIMU BaCKYJISIP-
Horo COJI He saBasieTcs Ype3MEpPHO BBICOKOM, OIHAKO
yacToTa MOoC/eonepallMOHHbIX KPOBOTEYEHUN U OTCPO-
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Hasl paboTa, BbI3BaB MHTEPEC MTyOOKOYBaKaeMbIX UMTATE-
JIel, MOCTY>KUT MOBOIOM JIJIs1 abHEMIIIero Mo1ucKa u Hako-
MJIeHUs1 UHQOpMAILMU 1 MPOBEACHUST UCCIeI0BaHUI cep-
JIEYHO-COCYIMCTOM T1atosioruu, ooycyiosieHHoir HHCT.
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