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MMAT - naowaab NOBEPXHOCTU Tena
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Paspen 4
MorpaHnyHoe pacwmpeHue, gunataums, aHeBpus-
Ma U pacc/ioeHue rpyaHoro oTaena aopthbl”

4.5. Maromopdonorusa u moaenu popmupoBa-
HUS HaC1IeACTBEHHbIX aHEBPU3M a0pPTbl

OB6LWMM rucTonorMyecknm 3HameHaTenem Gop-
MupoBaHus APFA cuuTaetca [pereHepaTuBHbIN
npouecc B Meaun. B knaccuueckon ocHoBe Bblge-
NS0T ABa TMMA 04YaroBOM AereHepaummn C NpenMy-
LEeCTBEHHbIM MOPAXEHMEM 3M1aCTUYECKOro nbo
MbILLEYHOro KOMMNOHEHTOB LIMTOCKENEeTa aopThbl.

Mopenu ¢popmuposaHus APIA Ha npumepe
HapyLleHus 3nacToreHesa.

MNpeumyliecTBeHHas AereHepaums 3nactuye-
CKOro cKeneta cpefHer 000M0YKM aopTbl Mpe-
obnapaetr B Monogom Bo3pacte, go 40 net, u
KOCBEHHO CBWIETENbCTBYHT O HACNEACTBEHHOM
aoptonatMn. Y MNOXWblX MAUMEHTOB OTMeYaeT-
€S MpeuMyLLecTBeHHas yTpaTa M [Oe30praHusa-
umns MK, peako BbicTynarowas B Gopme «1amu-
HapHoro Hekposa». OgHako npu obomx TUnax
NMOBPEXAEHNS B TOW WM MHOM CTeneHu Habnto-
[AlOTCS  BTOPUYHbIE U3MEHEHWS: OTHOCUTENBHO
HEHOPMANIbHOrO PacnonoXeHUs U nponudepaumm
cocyamnctbix [KM - B nepBoM ciy4vae uam noBpex-
[eHWs 3N1aCTUYeCcKoro KOMMOHEHTa Kak pe3y/braTa
MeTabonuueckoro fedekTa BCIeLCTBME AereHepa-
umm MK - Bo BTOpOM cnyyae. Takxke npu 06omx
TUNax MOBPEXAEHMS vasa vasorum paclinpeHsbl u
JIMLLEHbI HAPY>KHOTO MOAAEPXKMBAIOLLErO KapKaca,
4yeM MpMobpeTarT CKAOHHOCTb K paspbiBy. laTo-
FTHOMOHWYHbIV TUcTOoNnornyeckmin cybctpat PA npu
HacneaCTBEHHbIX a0PTONATUAX — MAMONATUYECKUHI
KMCTO3HbIM HEKpo3 Meauun (3erina — dpaxanma) ¢
TMCTONOMMYECKM AOKA3aHHOM rpyboit aereHepaLm-
e 3M1aCTUYECKMX BONIOKOH, HEKPO30OM MbILLEYHbIX
KNeTOK 1 06pa3oBaHMEM KMCTO3HbIX MPOCTPAHCTB,
3aMONHEHHbIX MYKOWOHbIM COAEepXMMbIM  [1,2].
MoxeT HabnaaTbcs HebosblLas BOCNANMUTEbHAA
peakums.

Cneuuduueckue aHaTomo-Mopdonormyeckue
0COBEHHOCTM NMpU OnpeaeneHHbIX HacnencTBEeH-
HbIX aopTONaTUsX.

Mopenbio HapylieHus 3nactoreHesa B Kiac-
CMYECKOM MNpencTaBNeHUU  SBASETCS  CUMHAPOM
MapdaHa, npu KOTOpPOM MaTonorus aopTbl 06y-
CnoBfeHa aHoManunen GubpunnmHa | TMna - Kon-
NnareHonopobHOro CTPYKTYpHOro 6enka, KoTopbii
HanpaBnsSieT U OpUEHTUPYeT 31aCTUH B Pa3BUBa-

towerics aopte [3]. uctonornyeckn 10-21% PA
n 43% paccnoeHnin BCEX COCYAOB, HAbNOAAEMbIX
npu CM, nmetoT rpybyro OereHepaumio Meouu, a
NMPU3HAKM KMCTO3HOMO MeAMOHEKPO3a 3aHWMAKT
6onee 50% nnowann cTeHku aopTbl. HapyweH-
Hble anacTnyeckme ceorctea CT npuBOAST K Npo-
rPecCMpOBaHUIO U3MEHEHUI U XKECTKOCTU CTEHOK,
paclIMpeHuto aopTbl [4]. B nTore HapyweHue ro-
MeoCTas3a B 31aCTMUYeCKMX BOMOKHAX MPUBOOMT K
Pa3BUTUIO BbICOKOMEHETPAHTHbIX aHeBpuaM KA
[5]. Hanbonee yacto obHapyxmBaeTCs nporpec-
cupytowee pacwupeHme KA B obnactu cuHycos
BanbcanbBbl U AnMcceKUMs aopTbl IOKANU3yeTcs B
rpyoHoOM oTaene (Bocxopsuee pacceveHue, CTaH-
dopackuit Tun A). YunTbiBas, YTO MMKCOMATO3Has
[ereHepaums U/MAn KUCTO3HbIM HEKPO3 CpefHen
060/104KM 3aTparnBaeT BCe OTAESbI, BK/IHOYAS CTEH-
K1 BpIOWHON a0pTbl, 3HAYUTENLHO peXe, aHano-
TMYHbIE U3MEHEHMS MOTYT BO3HMKATb MO TUMY HUC-
xopawero pacceveHus (Crandopackuin Tmn B) [6].

«2nacTuHaoedUUMTHbIE» COCTOSIHMS He BcCeraa
NposBAAOTCA 06MMraTHbIM POPMUpPOBaHUEM de-
HoTununyecknx APTA. K npumepy, npu cuHapome
cutis laxa, BbI3BaHHOM MYyTaUMAMM B reHax 3ana-
CTMHA 1 pedbuumToM bubynmHa-5 — pelatowero
MegmaTopa anactoreHesa [7], ATA aBnseTcsa Kpaw-
He penkuM MposiBNEeHMEM U He Habnojaercs y
NaUMEHTOB C JOMWMHAHTHbIMU U PeLeCcCUBHbIMU
dbopMaMu. XapakTepHa TONbKO MaTonornMyeckas
M3BUIMCTOCTb apTepui. Hanpotue, npu OaHHOM
CMHOPOME, HO Y)Ke BbI3BaHHOM aeduumTom dhurby-
NMHa-4 (Mytaumsamm B reHe EFEMP2), aHeBpu3Mbl
cocynos (Bkntouas KA) yxe nposiBasitoTcs € BbICO-
KOW neHeTpaHTHOCTbIO [8]. [lpyron npumep, koraa
Npy 31aCTUYECKOM NCeBAOKCAHTOME, BbI3BaHHOM
myTaumsmm B reHe ABCC6, B nocTHaTaNbHOM ne-
puode BO3HMKAeT 3/1acTnyeckas dparMeHTaums
BOJIOKOH B aopTe, 0gHaKo AlA 0Obl4HO He pa3Bu-
BaeTcs [9].

KucrosHas pereHepaums mMenmMu OTMEYaeTcs U
NpU HapyLeHWU CUHTE3a KOo/nareHa, npuMBoas K
pacwmpeHnto KA — KnaccmyeckoMy NposiBNEHWUIO
(3. Cxoxumi npouecc Habntopaetcs npu KoA m
OpYyrnx BpOXKAeHHbIX 3a601eBaHUX, CONPOBOXAA-
towmx pedopmaumio AoK. HecuHapomHbie Gopmbl
APTA (HCAPTA), accoummpoBaHHble ¢ OAK u/mnu
OTKPbITbIM apTepuanbHbiM NPOTOKOM, MpU FTUCTO-
NOTMYECKOM  UCCNeAOoBaHUM MOTYT MpPOSBASTLCS
TUMWUYHBIM KUCTO3HbIM MEANMOHEKPO30M [10].
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Mogenb c¢opmupoBaHus APITA Ha npumepe
NPeUMyLLECTBEHHOTO HApyLWeHUs B [NagKOMbI-
LIEYHBIX KNeTKaXx.

Mpwu ceMeriHbix APTA 0TMeYaeTcs 3HaUUTeNbHas
po/ib NOKa/bHOro 6ecnopsaovyHOro yBeMYeHus
ymcna cocyamctbix MK ¢ nx gesopraHusaument (B
Gonbluer CTENEHK, YEM IN1ACTUHECKMX BOTOKOH). K
npumepy, Mytaummn B ACTA2 n MYH11 cBsg3aHbI C
HanMuMeM MeOManbHOM AereHepauuu, Hakomnne-
HWEM 1 Ae30praHM3aument rmagknux MMOLMTOB, Ha-
noMUHatwen 6ecnopsgoyHOCTb MUOLMTOB MpU
rmnepTpoduyeckoi kapagmommonatum [11].

BmecTe ¢ TeM HapyweHue B MK paccmatpu-
BAeTCs, Kak npasuio, B Moaenax GopMnpoBaHUS
JlereHepaTMBHbIX (aTepockiepoTuyeckmx) ¢opm
APTA. Otmeuaetcs npeuMmyllecTBeHHas YyTpaTa
/ nbesopraHusaums MK, uHorga BbiCTynarowias
B GOpMe «TAMMHAPHOrO HEeKpo3a». DTOT TUM No-
BpeXxaeHus HabnaaeTcs, Kak npaBuno, y noxu-
NbIX ML, M OCOBEHHO Y MauMEeHTOB C runepreH-
3Men; yawe BCTPeYaeTcs B AMCTalbHbIX OTAenax
aopTbl M COMPOBOXJAETCS aTepOCK/IepO30M B
oTiMume oT HacneacteeHHbiX APTA. B xone ecte-
CTBEHHOTO CTapeHMs AereHepaTUBHbIE N3MEHEHMS
NpuBOOAT K nerkov $hopme KMCTO3HOro Hekposa
mMeamu. MHorga B nonocTsax, 06pa3oBaBLUMXCS Ha
MecCTe MbILIEeYHbIX 3/1EMEHTOB, HAKaMIMBAETCS My-
KOMAHbIA MaTepuan. [pn faHHOM BapuaHTe Takxke
OTMEYaeTCcs yTpaTa HOPMabHOM 31aCTUYECKOM
APXUTEKTYpbl Meamu aopTol. OfHAKo noBpexae-
HMe 3MacTMYeCcKoro KOMMOHEHTa paccMaTpuBa-
eTcq Kak pe3synbraT MeTabonuueckoro gedekra
BCneacTeue gereHepaunn MK,

TaknM 06pasoM, ructonornyeckuin cybcrpar ku-
CTO3HOro0 MeAMOHEKPO3a U ero pasHOBUAHOCTEW B
HacTosLLee BPeEMS HE MOXET pacCMaTpMBaTLCS Kak
cneumduyeckMin onsg pasfmMyHbIX KaTeropui pac-
CNIOeHUS aopThbl.

Mpn 060Mx TMNax NOBpPEXAEHUS vasa vasorum
paclwmpeHbl U NULWEHbI HAPY>KHOTO MoAAep>XunBa-
lOLLEero KapKaca, YeM NpuobpeTarT CKNOHHOCTL K
paspbiBy.

B uenom HacneactBeHHble aopTonatuM Ae-
MOHCTPUPYIOT [e30praHu3aumio CpegHen 4acTu
000/104KM U [EeCTPYKTMBHOE MaTpU4yHOe pemoje-
NMpoBaHue ¢ dparMeHTaumen 31acTuHa, Nponu-
depaumio nan notepro cocyanctoix MK u mMeHee
BbIPQXKEHHbIM BOCNANUTENbHbIA KOMMOHEHT (be3

aTepoMaTo3a) C HaKOMIEHWEM MpPOTEOINIMKAHOB.

BMecTe ¢ TeM onucaHHble HApYLIEHUS PeaKo, HO
MOryT HabnoaaTbCs Mpu OereHepaTMBHbIX Gop-
Max APTA.

KJTIOYEBBIE NMONOXEHUS
e OcobeHHOCTH QHATOMO-TMUCTONOMMYECKOr0o
cTpoernst KA u Bocxogsero otaena, M3MeHum-
BOCTb ee MOpdONornn NoA, BAUAHUEM PA3NUYHbIX
reHeTMYeCKMX aHOManuM npu HaCNeACcTBEHHbIX
3aboneBaHMsaxX U ycioBus ee QYHKLMOHUMPOBAHMS
nop, 60nbWKMM AaBNEHUEM ONpenensoT ee npea-
PacnoNioKeHHOCTb K AUCCEKLMU U Pa3pbIBaM.
e 0O6e dopmbl APTA (pereHepaTuBHble U Hacnes-
CTBEHHbIE) AEMOHCTPUPYIOT KMCTO3HbIM MeauoHe-
KpO3, YTO MCKJ/I0YaeT MCMOoNb30BaHUE FUCTONOru-
YecKoro 3akayeHuns gns BepuduKaumin TOYHOro
AnarHo3a. NpuymHbl, N0 KOTOPbIM NPWU OAMHAKO-
BbIX CTEMEHAX fereHepaumm B OGHUX CTy4asx pas-
BuBaetca PA,a B 4pyrux — HeT, 0CTatoTCs HEM3BECT-
HbIMU.
e Y NauueHToB, He CTPafaloLMX M3BECTHbIMU B
HacToswee BpeMs nnbo npeanonaraembimn HHCT,
JereHepauus Meauu NpemmyLLecTBeHHO 0bycnoB-
NIEHA «M3HOCOM» aopTbl NPY CTapeHUM U 0cobeH-
HO Npwv apTepuanbHOM rMnepTeH3snn. Hanpotus, y
sy, ¢ HHCT ructonorns mMeamm aopTbl BbisSIBASIET
3aMETHYI0 ee JereHepaumio y>xe B MOJ0OA0M BO3-
pacte. B nepsoM 1 BTOpoM ciyyae natomopgono-
rMs He CYMTAETCS BbICOKOMATOTHOMOHUYHOWM. JInLb
CyOMMKPOCKOMNMUECKNE MOBPEXAEHUS, HANPAMYIO
CBSI3aHHbIE C HapyLeHWSIMM CUHTE3a, COOPKMU U
BCTPaMBAHUA 3MaCTUYECKMUX MO0 KOMIareHoBbIX
KOMMOHEHTOB cpeaHein 060104KM aopThl, OTBEYa-
I0T 3TOMY YC/I0BMIO.

4.6 Knaccugpukaums
l[eHeTMueckn 0OYCNIOBNEHHbIE «aHeBpU3MaTUye-
CKue» 6onesHM aopTbl KIACCUDULMPYIOT HA TpU
OCHOBHbI€ rpynnbl:

CuHapoMHble dopmbl APTA

e (CuHopoM MapdaHa (cneacreme myTaumm
B reHe FBN1)

e CuHppom Nlynca - Autua (140C)
(cnepcteue myTaumuu B reHe TGFBR1 / TGFBR2)

e CWMHOPOM apTepuanbHOW U3BUIUCTOCTH,
CWA / arterial tortuosity syndrome, ATS
(cnenctBue myTtaumm B reHe SLC2A10)

¢ PeueccuHag popma pepmatonmsa Annbepa
(cutis laxa) | TMNa (cneacTeue MyTaLMK B reHe
dunbynunHa-4, FBLN 4)

e CWMHOPOM aHEBPM3MOCTEOAPTPUT],
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accoummpoBaHHbIn co SMAD3 /
a SMAD3-related aneurysms-osteoarthritis
syndrome

CemeiiHble pacciioeHUsi U aHeBpU3Mbl TPYAHOM
aopTbl (HecuHapoMHble popmbi) APTA
Cnopaauueckue popmbl APTA!

MaroreHeTMuyeckas Knaccudukaumusa Hacnen-
CTBEHHbIX 3a60n€BaHuWi rpyaHoONM aopTbl (reHeTH-
yeckux aopronatui) (KaHagckas accoumanms CUH-
apoMa MapdaHa, Montalcino Aortic Consortium,
2013).

Bkntouaet Tpu rpynnbl, 06yCNOBAEHHbIE HATMYMEM:
e pedekTa (MyTaumi) reHoB, OTBETCTBEHHbIX
3a CMHTE3 / pacnag KoMnoHeHToB BKM;

e pnedekTa (MyTaLmMi) reHOB, BOBEYEHHbIX
B MaTONOrMYECKYH MOAYNSLMIO
TGF-6eTa-curHanusaumu;

e pnedekTa (MyTaLMiA) reHOB, OTBETCTBEHHbIX
32 KOMMOHEHTbI COKPaTUTENIbHOrO annapata
COCYAMCTbIX MMAAKOMBbILWEYHBIX KNEeTOK
(TMK) aopTbl.

Knaccugpukauma APTA B MKB X nepecmortpa:
e |71 (AHeBpM3Ma U paccnoeHue aopTbl).

e |71.1 AHeBpM3Ma rpyLHOM YaCTU A0OPTbI
pa3opBaHHas.

e 171.2 AHeBpuM3Ma rpyaHoOM 4acT1 aopTsl
6e3 ynoMMHaHMa O paspbiBe.

Knaccudukaumsa APTA (Stanford, USA)
(npencraBneHa Ha puc. 3) [12].

e CTaHdopackmii TMn A: paccnoeHme BKIOYaEeT
BOCXOASALLYH aopTy (BoCxoasliee pacceyeHue).

e (Cr3Hdoppackunt Tvn B: Paccnoexune Brovaet
HMCXOLSALLYIO a0PTY AUCTANIbHEE OTXOXAEHUS
NeBOM NOAKNHYMYHON apTepum (HUCXoasLLee
pacceyeHue)? .

Knaccudukauma APIA no De Bakey
(no pacnpocTpaHeHHOCTH) (puc. 3) [17]

e Twun |: pa3pbiB UHTUMBI JIOKANU3YETCS
B BOCXOASLLEN a0pTe U pacnpoCTpaHAETCS
yepes oyry Ha HUCXOAALLYIO aOpTy U BCHO
GpIOLLHYO A0pTY.

e Tun Il: paccnoeHune 3axBaTbiBaET TOSIbKO
BOCXOAALLYIO A0pTY.

e Tun lll: paccnoeHune 3axBaTbiBaET TONbKO
HUCXOAALLYIO a0pTY.

e Tun llla: pa3pbiB MHTMMbI NOKANM3yeTCa
OMCTanbHee N1eBoM NOAKAKUYMYHOM apTepuu,
MOXET pacnpoCTPaHATLCS MPOKCUMAbHO;
[MCTaNbHO PacnpoCTpaHsIeTcs B npeaenax
HUCXOASILLEN FPYAHOM aopTbhl.

e Tun llIb: pa3pblB UHTUMbI TOKANU3YETCS
AMCTanbHee NeBOM NOAKIYNYHON apTepum,
PaCcnNpOCTPAHAETCS AUCTANbHO HA HUCXOASLLYIO
TPY4HYHO W BPIOLWHYIO aopTy.

Knaccudukaumns APIA B 3aBucMmocTn ot natodu-
3uonorum:
*  WUCTMHHbIe (CTEHKA aHeBPU3Mbl — CTEHKA aopTa);

* JIOXHble (CTEHKA aHeBPU3Mbl — OKpYXKatoLme
TKaHK).

Knacecudukaumsa PA no BpemeHu:
O6LwenpuHATOM NPaKTUKOM CYMTAETCS CneaytoLiee
nenexHue TeyeHns PA:

e ocTpoe (14 nHel);
« nopoctpoe (15-90 aHei);

* XpoHuyeckoe (>90 aHen)’.

Knaccudukaumsa PA no Teuenumio:
* HEOC/IOKHEHHOE;
e (O CTabuNbHbIM TeYeHMeM 33a60n1eBaHMS;

e OCNOXHEHHOE (MporpeccupytoLiee
paspyLLeHne aHeBPU3MbI, XPOHUYECKAs
BMUCLLEpanbHasg unu nepucbepuyeckas

! Habntoaatotcs y MOIoAbIX NN, HE MMEKLLMX CEMEMHOIO aHaMHe3a M 0COBEHHOCTeN CMHAPOMHbIX hopm APTA

2 ins reHeTnyeckn obycnoBneHHbix APTA NaTorHOMOHMYEH M Hanbonee He61aronpUATEH B OT-HOLIEHWM MPOrHO3a

nepBbivi BapuaHT (Tvn A).

B rpynny nauMeHTOB C XpOHMYeCKUM PA Takxe BXOAAT paHee onepupoBaHHble 60/bHbie ¢ PA TUMMNa A 1 coxpaHsoLwmmcs

PacC/I0eHNEM HUCXOASLLEN a0PTbl.

HacnepyeMmble aHeBpU3MbI M PacCIOeHUs TPYAHON a0pTbl

Manbnepdy3us U COXPaHAIOLLMECS UK
nepuoguyeckue 6011, nn faxe paspbisbl).

Knaccudukauma octporo aopranbHOro cCMHApoMa
(OAC) npu paccnoeHum aopTbl (puc. 4):

e knacc 1: knaccuyeckui.
e KJlacc 2: uHTpaMypasnbHble reMatoMbl (MMI).
e KNacc 3: Mano3aMeTHOe Mnn amckpeTHoe PA.

e KJlacc 4: neHeTpUpyrLMe aopTasbHble
a3Bbl (MAS).
e Knacc 5: arporeHHoe unu TpaBmaTtmnyeckoe PA.

Jle beiiku Tun I Tun 11 Tun 111

4.7 06cnepoBaHue aopThbl

BkntovaeT knnHuMyeckoe obcnenoBaHue U na-
6opaTopHble aHanM3bl, OAHAKO B OCHOBHOM bOa-
3UpyeTCs Ha BU3YanU3MPYKOLMX UCCNefoBaHMUsX,
BK/IIOYAKOLWMX  YNbTPa3ByKoBble MeTombl  (Y3U),
KomnbtoTepHyto Tomorpaduio (KT) n MPT.

B nepBylo ouepeapb pekomeHayeTcs TLATeNb-
HbIM COOp ceMerHOro aHaMHe3a 3aboneBaHnit ap-
Tepuii, U 0COBEHHO HaNNYUS aHEBPU3M U Cy4YaeB
PA nubo BHe3anHol cmeptu (knacc |, ypoBeHb A).
AHanus poaoCnoBHONM nNpeanonaraeT, KAMHWYe-
CKMI nonumMop®usM B npenenax OLHOM CeMbM,
HecyLen MOAeHTUYHYIO FeHHYI0 MyTaumio. B cBa3m ¢

Craudopa Tun A Tum A Tun

Knacce 1 Knacc 2

Knace 3 Knacc 4

B

Knace 5

Puc. 3. Knaccudpmkaums paccnoenuin
aoprbi (PA) no pacnpocTtpaHeHHoCTH.™ ™

MNpumeyaHus:
Cxembl PA knacc 1, B KOTOpoM Bblae-
naot Tinbl |, 11 m 111 no De Bakey [17].

Takke n3obpaxeHbl knaccbl Stanford A
n B. B Tune Il BbigenatoT noatunsl (Il1a
- TONbKO BHYTpUrpyaHon otaen, llib - B
COYETaHMM C MOpaxeHneM OpHOLWHOro
otzgena) no Reul n gp.[12].

Hanbonee obuwue yeptol OAC oTpaxke-
Hbl Ha puc. 4 [13].

Puc. 4. Knaccudpmkaums
npu paccnoenuu aoptbl (PA) [13].%**

[pumeyaHus:

Knacc 1: knaccnuyeckoe PA ¢ UCTUHHBIM
W NIOXHbIM NMPOCBETOM C MK He3 cBs-
3 Mexay [ABymsa npoceeTamu. Knacc
2: MHTpaMypasbHble remaToMmbl. Knacc
3: Mano3aMeTHoe unn guckpetHoe PA
C BbINSYMBAHMEM CTEHKM aopTbl. Knacc
4: 93Ba 06/1aCTM aTepPOCKNEPOTUYHECKOW
6/159LLKM Q0PThbl C MOCNEAYHOLWMM paspbl-
BOM 6niswkK. Knacc 5: aTporeHHoe unu
TpaBMaTuye-ckoe PA, nposiBnsieTcs Ka-
TeTep-UHAYLMPOBAHHbIM pa3ae/ieHnem
WUHTUMBI.
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YeM peKOMEHAYETCS KJIMHUKO-UHCTPYMEHTaNbHOE
nccnenoBaHMe pPOACTBEHHWMKOB MEPBOM CTEMeHU
(bpaTbeB 1 cecTep, poauTenei) Ha NpeaMeT Halu-
yms y Hux APTA (knacc |, yposeHb A).

OueHka aHaMHe3a [0/MKHa ObITb Hanpas/ieHa
Ha ONTMMAaNIbHOE MOHMMaHWe Xanob naumeHTa,
BbISIB/IEHWE NMEPCOHANbHbIX PAKTOPOB pUCKa cep-
[le4Ho-cocyancTbix 3abonesanumi (CC3).
JanbHenwas AMarHoCTMKa HacnenctBeHHbix AlA
BK/IHOYaET:

e KNMHWYECKOE 00C/Iel0BaHUE;

*  BUM3YaNU3MPYIOLLME MW MHCTPYMEHTANbHbIE
MeTOofbl MCCNef0BaHMS («30/10TOM CTaHAAPT»
OMArHOCTUKM);

*  MOJNEKYNIIPHO-TEHETUYECKME nccnenoBaHms
(«<30n0TOM CTaHAAPT» BepudUKaLMM ONArHO3a).

basoBble nabopaTopHble UCCefoBaHNS BKIIO-
yaloT B cebsi BbiSIBNEHME CepAeYHO-COCYAUCTbIX
(aKTOpoB pUCKa, OAHAKO MPU HaACNeACTBEHHbIX
a0pTONaTUAX NMPaKTUYECKU HE UMEIDT CMblcna. J1a-
6opaTopHble UCCIef0BaHMS UrPAKOT HE3HAYUTENb-
HYIO pOSib B AIMArHOCTMKE OCTPbIX aOPTaNibHbIX 3a-
60n1eBaHMIi, HO NONE3HbI ANa AMdOepeHLManbHOM
avarHoctvku. OnpeneneHve ypoBHen Gromapke-
pOB B paHHWe CPOKM Nocsie NosIBNEHUS CUMITOMOB
MOXeT npuBecTu K bonee paHHeMy noaTBepxae-
HUIO NPABU/IBHOTO AMArHo3a BU3YanusupyoLWmMMm
MeTo4aMu, YTO NPUBOAMT K PaHHEN OpraHu3aumm
MOTEHLMANBHO CNacalWmX XMU3Hb MEPOMPUATUN.
C yyeToM nopaxeHusi cpefHein 060104KM CTEHKM
aopTbl NpeasioXeH psa 6MoMapKepoB, CBA3aHHbIX
C TpaBMoK 3HAoTenus cocynos mnm MK (MnosuH
rMagK1X MbllL), COCYAMCTOr0 MHTEPCTULMS (KaNb-
MOHWH, MAaTPUKCHbIE MeTanNonpoTenHassl 8), ana-
CTMYECKOr0 NaMUHMHA (pacTBOpMMble dparMeHTbl
3M1aCTUHA) A0pTbl U MPU3HAKM BOCMANEHUs (Te-
HacumH-C) unn Tpomb03a, KOTOpble B HacTosLlee
BpPEeMS$ M3YYaloTCH, HO elle He BOLUAW B PeasibHYHo
KJMHUYECKY0 npakTuky [14,15]. MNopo3peHune Ha
PA Bo3pacTaeT npu nNoBbIilEeHHOM ypoBHe D-gume-
pa [16].

4.7.1 KnuHuueckoe obcnepoBaHue

O6e dopMbl HacneacTBeHHbIX ATA No KAMHKUYe-
CKUM MPOSIBNIEHUSIM MOTYT BbITb 6ECCUMMITOMHBIMM
W/ CUMMNTOMHBIMU,

[lo nosiBneHns Katactpoduyecknx Npu3HaKoB
paspbiBa AlA, B 6o/blWMHCTBE CBOEM, HGeCccuM-
NTOMHbI. Hanbonee yacto AlA BbISIBNSETCS Cny4vam-

HO, MPU BU3YaNu3MpPYIOLWLEM UCCNELOBAHUUN CEpPA-
Lia, BbIMNOSIHEHHOM MO APYrUM MPUUMHAM.

CumntomaTmka AlA BHe OCTpbIX CUTyauui BO
MHOIMMX cnydasx obycnoBneHa COMyTCTBYHOLLEN
naToNiornen:

e (CTEHO30M W/MNKN HeJoCTaToOYHOCTbIO AoK,
e CepaevyHOM HeJoCTaTOYHOCTbIO,
e KOpPOHAPHOW MaToNOrMen.

PacwupeHune konbLa aopTbl NpU ee aHeBpU3-
ME MMM aHHYN03KTa3nmn pubposHoro Kosbua AoK*
MOXET NPUBOAUTL K BTOPUYHOM HELOCTaTOUHOCTH
AoK, pmnataumm u runeptpocum.

XpunoTa Kak clefcTBue CAABMEHUS NEBOro
BO3BPATHOr0 W/IM NIAPUHIreanbHOro Hepsa npes-
nonaraet GopMMpoOBaHNE aHEBPU3MbI AyrM aOpTbl.
Penko uMeroTcs MpU3HAaKM COABMEHUS BeEpXHeN
NMonon BeHbl MAM Tpaxen. KnuMHuka OMcTanbHOM
3M00NMKM BCTpeyaeTcs KpaviHe penako. lNaumeHTsl
HepeakKo >KanyktTcs Ha XPOHWUYECKYH 00nb B rpy-
[V BCNeACTBME NOCTOSIHHOIO AABMIEHMS HA OpraHbl
rPYAHOM KNeTKW. bonb MOXeT ObITb OCTPOM M CTaTb
NpM3HaKOM HagBuratowerocs PA.

Y naumeHToB 6€3 PA npn 0CMOTpe HEeT HUKAKMX
XapaKTepHbIX NPU3HAKOB, 33 UCKJTOYEHUEM HANN-
yMs AMACTONMYECKOro WyMa npu GopMMpoBaHUM
A0pTaNIbHOM HeJOCTaTOYHOCTU. TeEM He MeHee, Mpu
(du3mkanbHoM obcnegoBaHMM HEOOXOAUMMO CpaB-
HMBaTb apTepuanbHOe JaBfieHMe Ha 0benx Bepx-
HMX KOHEYHOCTSIX WM CnegyeT McKaTb naTonoruye-
CKMe Nynbcaumu.

4.7.1.1 Cneumduueckas KnMHUYecKas u peHo-
TUNUYECKas XapaKTepucTuka CMHAPOMHbIX APTA

3anopo3puTte AlA no3BongwT cneunduye-

ckue (deHoTMnNMYecknme 0COBEHHOCTM MauMeHTa.
Mpn CcAPTA KNWMHWYECKYH KapTUHY AOMOMAHAT

4 TloL aHHYN0-aopTanbHOW 3KTa3Wel NOHUMAKT paclumpe-
HWe BocxopsLen aopTbl M GubposHoro konbua AoK. B oT-
IMYMe OT aopTasibHOM HeLOCTAaTOYHOCTM PEBMATUYECKOro
reHesa, HefoCTaToy-HOCTb AoK mpu OaHHOM COCTOSIHMM He
CBsi3aHa C aHAaTOMUYECKMMU U3MEHEHUSIMU CTBOPOK K/a-na-
Ha. B HopMe nnoTHoe apoyHOe KOMbLO XeCTKO yaepXKuBa-
eT pasmep u dopmy KA Ha npoTske-HUM BCEro cepAeyHo-
ro uukna. Mporpeccupytowee pacwmpenme KA npuBogut K
TOMY, 4TO He-COOPMMPOBAHHOE apOYHOE KOJbLO YTpaunBaeTt
(YHKLMIO «aHAaTOMMYECKOro Kaw4a». Bcneacrane 310ro Ko-
MUCCYpbl (KOMUCCYpasibHble CTEPXKHM) PACXOAATCS U 3aMbl-
KaTenbHas GYHKLMS CTBOPOK HapyluaeTcs. Hanbonee yactas
npuunHa - HHCT (CM u np.).

Hacnepyembie aHeBpU3MbI M PaccioeHus FpyAHOH aopTbl

NPU3HaKM CUCTEMHOTO BOBeYeHUs coeanHuTenbHom Tkauu (CBCT) — KOCTHbIE, KOXHbIE, MblLLeYHble, CyCTaB-
Hble, CEpAEeYHO-COCYANCTbIE, Ma3Hble, BpoHXoneroyHble U BucuepanbHole. K 3HauMmbimM npusHakam CBCT,
NO3BONAOLWMM 3aM0403pUTb Hanuume CAPTA, cnegyeT OTHOCUTL NPUM3HAKKM HApyLLeHMs (QHOManUKU pas3Bu-
™4) CT, oTpaXkeHHble B COMMACOBAHHbIX PEKOMEHAAUMAX MO AMArHOCTMKE CMHAPOMA MapdaHa — [eHTCKmx
kpuTepumsx 2010 roga [18] (Tabn. 5).

Tabnuua 5*** MpusHaku CUCTEMHOTO BOB/IEYEHUS COEAMHUTENLHON TKaHKU NpU CMHApPoMe MapdaHa

lpu3HaKK CUCTEMHOTO BOBIEYEHUS COEANHUTENBHOMU TKAHM bannb
MNpu3HaK 3an4cTbs 1 60M1bLIOro NanbLa 3
[pu3HaK 3angcTbs nan 60bLWOro nanbua® 1
BopoHkoobpa3Has i acMMMeTpuyHas aedopmaims rpyaHoON KNeTku 1
KunesnaHag nedopmaLmsi rpyaHOM KNeTku 2
BanbrycHas nedopmaums ctonsl 2
Nnockoctonue 1
CnoHTaHHbIM NHEBMOTOPAKC 2
[ypanbHas 3KTa3us 2
MNpoTpy3us Ta306eapeHHOro CycTaBa 2
OTHOLIEeHWe BEPXHEr0 CErMeHTa Tena K HuxHeMy cermeHTy <0,85 1 pa3max pyk / poct >1,05

6e3 BbIpa)KEHHOIO CKOMMO3a 1
Ckonnos unum knho3 1
Hepopa3srmbaHue nokTs 1
JlnueBbie npu3Hakm (0T Tpex U3 naTu) (nonmxouedanus, s3HoMTaNbM, CKOLWEHHbIE

BHW3 [Na3Hble LWenu, rmnomnnasns CKynoBblX KOCTEN, peTporHaTus) 1
Muonus 1
Crpun Ha Koxe 1
[ponanc MUTpanbHOro KnanaHa 1

* I'Ipm HannM4mmn T0N1bKO O4HOI0 U3 ABYX CMMMNTOMOB Ha4ynUCnAaeTca inb O4AMH 6ann.
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Tabnuua 6*** Kputepuun puardoctuku cunppoma Mapdana (Ghent, 2010)

.................................................................................................................................................................

PacwwupeHne aopTbl (Z22 npu Bo3pacte ctaple 20 net,Z23 npu Bo3pacte mnagwe 20 ner)
W Hanu4ymMe CeMenMHOoro aHamHesa cnMHapoma MapdaHa

MNpumeyaHus:

[unarHo3 cuHapom MapdaHa BbicTaBnsieTcs B 1 M3 7 ciyyaeB, NpeacTaBieHHbIX B Tabniumue.

Npy AMarHOCTUKe 3KTOMUU XPYCTanuka B HE3aBUCUMOCTU OT CUCTEMHOM BOBNEYEHHOCTU COEAMHUTENBHOM TKaHM
(CBCT) u myTtaumm FBN1, He accoummMpoBaHHOM C paclUMpeHUEM KOPHS aoOpTbl, UM HefloKa3aHHOM MyTaumm FBN1
BbICTABNSIETCS CUHAPOM 3KTOMUM XPYyCTaNunKa.

Mpu AnMarHocTvke pacwmpeHuns KopHs aoptbl (Z<2) u CBCT (25 v ¢ 04HUM KOCTHBIM MpM3HaKkoM) 6e3 3KTonum
XpyCTanuka Bbictasnsetca MASS-peHoTun.

lNpu AmMarHoCTMKe nponanca MUTPanbHOTO KilanaHa v pacluMpeHus KopHs aopTbl (Z<2) n CBCT (<5) 6e3 akronuu
XpYyCTanuka BbICTaBNSETCS CMHAPOM Mposanca MUTPanbHOro KiaanaHa.

O603HaveHns: Z — kputepuit pacwmpenmns aoptbl. CBCT — cucteMHoe BOBNeYEHWE COEANHUTENBHOM TKaHM.

lpy HeooCTaTOMHOM [AMArHOCTMYECKOM Bblpa-
YKEHHOCTU YKa3aHHbIX npu3Hakos CBCT ons amarHo-
ctukn CM Mx Hanuume MOXeT CBUAETEeNbCTBOBATL O
Hannunm «QOverlap»-cuHapomMoB (peHoTMnax) mnm
«Marfanlike»-coctosHuin  (MapdaHomnagHas BHewW-
HOCTb, Map®aHoNoaobHbIN, HeandbdpepeHUMPOBaH-
HbI peHoTMnbl U MASS-deHoTMN), a Takxke Apyrux
MoHoreHHbIx HHCT (JTIAC, 34C v np.). Mpu ykazaHHbIX
COCTOSIHMSAX TPeByeTCs TakKe MPULLENbHbLINA CKPUHUHT
Ha npeaMet Hanuuust ATA u nposeneHne anddepeH-
LumanbHoM auarHoctuku cAPTA n HcAPTA. Hanbonee
3HauMMble CepAeYHO-COCYAUCTbIE U KIIMHUYEeCKUe
nposiBneHns (aHomManuu paseutns / npusHakm CBCT)

*Hymepaums pas3genos u Nnoapasaenos ykasaHa B CO-
OTBETCTBMM C COAEPXKAHMEM MONHOM Bepcum PekomeH-

: naunm
OCHOBHbIX BAPMNaHTOB HAaCNneaCTBEHHbIX aOpTOI‘IaTMVI **Hymepaums cnucka nutepatypbl ynopsgoyeHa. [Mo-
npeancraBneHbl B pasgene 4.8. : pAOKOBblE HOMEpPA OT/IMYAKOTCSA OT CMIMCKA UTEPATYpPbI
B uenom cuHapomHble APTA xapaktepHbl g CM, i MO/HOI Bepcun Pekomenaauuii

*** Hymepaums Tabnumu, U pucyHKOB yKa3aHa B COOTBET-

NAC, cunopoma aptepuanbHoi nssunucroctn (CHUA), N .
CTBUU C coaepmaHmeM MOJIHON BepCl/Il/I PEKOMEHJJ,aLI,l/IVI

peueccMBHOM GopMbl gepmatonusa Anunbepa (cutis
laxa) | Tvna n SMAD3 -accounmpoaHHoro AOC

Cnucok uTepatypbl:
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12.

13.

14.

15.

16.

17.

18.
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CrpyKTypHble aHOManuu cepaua

CoobuiecTsa U opraHusaumm

BHOK - benopycckoe Hay4yHOoe 06LEeCTBO Kapau-
0noros

PHMOT - Poccuiickoe HayvyHoe MeamumMHCKoe 06-
LeCcTBO TepaneBsToB

EAT - EBpa3uitckasg accoumaumg TepaneBTos

ACC (ot aHrn. American College of Cardiology) -
AMepuKaHcKas Konnerms KapaMonoros

AHA (ot anrn. American Heart Assosiation) — Ame-
pVKaHCKas accoumaums KapaMonoros

ESC (ot aHrn. European Society of Cardiology) -
EBponeiickoe 06LLeCTBO KapAnONoros
UccneposaHus

PEMJIMKA - akpoHuM: PacnpocTtpaHeHHOCTb npo-
nanca MUTpasnbHOro KfianaHa cpeam nl, Monoao-
ro Bo3pacra

WARSS - Warfarin-Aspirin Recurrent Stroke Study
SHARE - Study of Health Assessment and Risk in
Ethnic Groups

CokpaweHus

Al - apTepuanbHoe aaBneHue

AMIN - aHeBpM3Ma MexnpencepaHom
neperopoaku

AoK - aopTanbHbIi kKnanaH

AoP - aopTanbHas peryprutaums

ATAK - acMMMeTpusi TpexcTBOpYaTOro aopTasib-
HOro KnanaHa

DAK - nByxctBopYathbii (BMKYCNMAANbHbIN) aop-
TaNbHbIM KNanaH

EK - eBctaxues knanaH

KA - kopeHb aopTbl

KW - KpMnTOreHHbIn UHCYNbT

KJIA - knanaH nero4yHowm aptepum

KT - komnbloTepHas Tomorpadwms

K3xoKI - koHTpacTHasi axokapaunorpadus

JIKC - neBas KopoHapHasl CTBOpKa

JIN - neBoe npeacepave

M/ - MMKcOMaTO3Has gereHepaums

MK - MuTpanbHbIV Knanau

MIN - mexxnpencepaHas neperopoaka

MP - mutpanbHas peryprutaums

MPT - MarHMTHO-pe30HaHCHag Tomorpadus

CM - cuHapom MapdaHa

HKC - HekopoHapHasi CTBOpKa

HHCT - HacnenctBeHHble HapyLieHWs COeauHM-
TeNIbHOM TKaHM

000 - oTKpbLITOE OBaNbHOE OKHO

OP (ot aHrn. relative risk, RR) - oTHocuTenbHbIN
pucK

MNAK - nponanc aopTanbHOro KnanaHa

MNB3 - napanokcanbHas BEHO3Hast aMbonums

MK - npasbiv Xxenyaouek

NKJIA - nponabupoBaHMe KnanaHa Iero4Hom ap-

Tepuu
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CrpyKTypHble aHOManuu cepaua

Mpepucnosue

BsepeHue

OnpepeneHus U TepMUHONOTUSA
3.1.MpobneMHble 1 aKTyanbHble BONPOChHI

3.2. OCHOBHble NUTEpaTypHbIE UCTOYHUKM
MpencepaHble CTPYKTYpHblE aHOManuu cepaua
4.1. OTKpbITOE 0BA/IbHOE OKHO

4.1.1.
4.1.2.
4.1.3.
4.14.
4.1.5.

4.1.6.

4.1.7.
4.1.8.
4.1.9.

TepMMHONOIMS M HO30M0rUS

PacnpocTpaHeHHOCTb

HopManbHas aHaTtoMus, aMbpuoreHes U dusnonorus

KnuHuyeckne nposiBneHus

AccoummpoBaHHbIe KIMHUYECKME COCTOSIHUS U OCOXKHEHUS

4.1.5.1 apapokcanbHas (BeHO3Has) amMbonus

4.1.5.2 MwurpeHb C aypoi

4.1.5.3 TlporpomboTMYECKME HapyLIeHUS

4.1.5.4 Platypnea-orthodeoxia cuHApOM

4.1.5.5 JlekomnpeccuoHHas 60e3Hb

4.1.5.6 CuHOpPOM OBCTPYKTMBHOMO HOYHOIO AMHO3

4.1.5.7 TpaH3uTOpHaa rnobanbHas aMHe3us

JunarHocTtumka

4.1.6.1 TpaHCcTOpakanbHas 3XOKr

4.1.6.2 2d-ypecnuuw,eBofHas 3XOKr

4.1.6.3 KoHTpacTHas 3XoKr

4.1.6.4 3d-ypecnuweBoaHast 3XOKK

4.1.6.5 WHTpakapamanbHas 3XOKr

4.1.6.6 [1pOTOKON 3XOKTI MCCNef0BaHMNS

4.1.6.7 KoHTpacTHas TpaHCKpaHManbHas gonnieporpadua cocyLoB rofloBHOMO Mo3ra
4.1.6.8 OrpaHnyeHus GYHKLUMOHANBHbBIX METOAOB UCCNEA0BAHUS NPU ANATHOCTUKE 000
4.1.6.9 0O6wue nonoxeHuns no BbIbOpy METOAA YNbTPA3BYKOBOM AMATHOCTUKM
OnddepeHumnanbHas AMarHoCTMKa

Crpatudumkaums pucka, NporHo3 napagokcanbHOM 3MO0AMM U KPUMTOreHHOMO MHCYNbTA
Jleyenue

4.19.1 TpaHckaTeTepHOE 3aKpbITUE 000

4.1.9.2 3akpbiTe 000 6€3 onepaTMBHOIO BMELLIATENIbCTBA

4.1.9.3 MeaMKaMeHTO3HAa U HEMeAMKAMEHTO3Has NPoduMIaKT1Ka NOBTOPHOIO MHCYNLTA

4.2. AHeBpu3Ma MexnpeacepaHON neperopoakm

4.2.1.
4.2.2.
4.2.3.
4.24.
4.2.5.
4.2.6.
4.2.7.
4.2.8.

TepMMHONOTMS M HO30M0TUS

PacnpocTpaHeHHOCTb

Knaccndukaums

IXOKTI AMArHOCTMKA

KnuHuyeckas guarHoctmka

CoCTOSIHUS M OCNOXHEHMS, aCCOLUMMPOBAHHbIE C aMMn
Crpatndurkaums pucka, nporHos

MNMooxoabl K Tepanum

4.3. CeTb chiari (knapm)

4.3.1.
4.3.2.
4.3.3,
434,
4.4.YnnvH

AHaToMuMs 1 3mMbpuronorus
PacnpocTpaHeHHOCTb
DXOKI AMarHOCTUKa
KnuHmnyeckoe 3HaueHume
€HHbIM eBCTaxXMeB KnanaH

CrpyKTypHble aHOManuu cepaua

4.4.1. aHaToMMs 1 aMbpuonorms
4.4.2. pacnpoCTpaHEHHOCTb
4.4.3. 3XOKr AMarHocTuka
444, KNMHUYECKOE 3HaYeHue
5. nponanckl K1anaHoB
5.1. Mponanc MUTpanbHOroO KianaHa
5.1.1. AHatoMuna MUTpanbHOro KnanaHa
5.1.2. [ucTonorns MUTPanbHOrO KianaHa
5.1.3. 3TuonatoreHes
5.1.4. CoBpeMeHHble NOAX0Abl K TEPMUHONOIMMU U KNAcCUPUKaLLMm
5.1.5. PacnpoctpaHeHHOCTb
5.1.6. KnuHuueckas kapTMHa
5.1.7. 3X0-Kr AMarHocT1Ka
5.1.8. Jkr-gyarHocTtuka
5.1.9. OduddepeHumanbHas oMarHoCTMKa
5.1.10.0cnoxHeHus
5.1.11.MporHo3
5.1.12.TakTuka BegeHuMs, Noaxoabl K Tepanuu
5.2.Tlponanc aopTanbHOro KaanaHa
5.2.1. 3TnonatoreHes
5.2.2. PacnpocTpaHeHHOCTb
5.2.3. 2xOKr gMarHoctuka
5.2.4. KnuHnuyeckoe TeyeHue, 0C/TIOXKHEHMS
5.2.5. JleyebHas TakTHKa
5.3. [lponanc TpuKyCcnmMaanbHOro KnamnaHa
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* NpeacTaBieHo OrfaBieHMe NOMHOM BEPCUM PEKOMEHdALMMA
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Paszpen 4.
MpeacepaHbie CTPYKTYpHble aHOManuu cepaua’

4.1. OTKpbITOE OBaNbHOE OKHO

4.1.1. TepMuHOnorus n Ho3onorus

OTKpbITOE OBanbHOE OKHO — (hOpMa MeXnpes-
CepaHoOM KOMMYHMKALMK, aHaTOMMYecku npen-
CTaBAAKLWASA «30HA0BOE» OTBEpPCTME, pacnoso-
YXEHHOE B LLeHTPaJIbHOM YacTn MexnpeacepaHoOM
neperopogku (MIM) - B 06nacT 0BanbHOM AMKM,
obpasyrolleecs M3 HanarawlmMxcs vacten nep-
BMYHOW (KNanaHHas 3ac/IOHKa) U BTOPUYHOM ne-
peropoaku (oBanbHoro oteepctus). OTKpbITOe
OBa/JIbHOE OKHO — PYAMMEHT HOPMaibHOro Kpo-
BOOOpaLLeHNs 3IMOPUMOHA, He ABNSETCA BPOXKAEH-
HbIM NMOPOKOM cepaua n otHocutcs Kk CAC.

MOYHKUMOHMPYIOLLLEE OBaNlbHOE OKHO — Hasu-
yne remoamHammuyeckoro copoca npu O0O0.

4.1.2. PacnpocTpaHeHHOCTb

Mo paHHbIM CaMOro KpYmnHOro CEeKLMOHHOMO MC-
cnefoBaHMs, oCHoBaHHOro bonee uyeM Ha 9000
ayToncui, pacnpoctpaHeHHoctb OO0 B obuen
nonynsaumu konebnetcs ot 15 go 35% (25%) Bcex
v, BO B3pocsion nonynsumn [1] v conoctaBmMMma
¢ BoisiBneHneM 00O npu IxoKTl uccnepoBaHum -
15-25% [2,3,4,5]

4.1.3. HopmanbHag aHaToMus, 3SMGpuoreHes u
¢usmnonorus

Mopmuposanne MMM npoucxoamTt Ha 5-6-
M Hepene sMbpuoreHesa, 4TO MPUBOAWT K pas-
[eneHuio nepBMYHOro obuero npeacepams Ha
NpaByl M NeBYH MONOBMHbLI. [lepBuyHasa nepe-
ropofka BbINAYMBAETCS OT KpbllLM Npeacepams B
HanpaBfEeHUM K 3HAOKAPAMANIbHbIM NOAYLIEYKAM.
OTtBepcTve Mexay HWXKHUM Kpaem MnepBUYHOM
neperopoakn 1 3HAOKAPAMANbHbIMU MOAYLIKAMM
SBNSETCA MEPBUYHBbIM MEXMpeacepaHbiM OTBep-
cTmem. BropuuHoe MexnpencepoHoe oTBepcTue
obpasyeTcs B BUAE MHOTMX MENKUX OTBEPCTUI B
NnepBMYHON Neperopoake, KOTOpble BO3HMKAKT B
pe3ynbTate anontosa. JTM nepdopaumm BbiCTpo
yBenuMumBatoTcs, obpasysa eguHoe otsepcTme. K
8-/ Hepene npeHaTanbHOIO OHTOreHe3a NpPomCXo-
OWT GOpMMpPOBaHME BTOPUYHON NEPEroposKu, KO-
TOpas Mo MPOUCXOXAEHUIO MbILLIEYHAsS U CXOAHA
MO CTPOEHMIO CO CTEHKOM Npeacepams.

locne okoHYaHWS pocTa BTOPUYHOW nepero-
pPOAKM OCTaeTcs oTBepCTMe, UMEHyeMOe O0Balib-
HbiM oTBepctnemM MIIM. Korga BepxHss 4acTb

NepBMYHOM MEPEropoaKM NOCTENEHHO peayumpy-
€TCS, OCTaTOUYHAs! YaCTb €e CTAHOBMTCS 3aC/IOHKOM
OBaNbHOrO OTBEPCTUS, KOTopas obecneymBaeT
BO3MOXHOCTb NMPaBO-IEBOr0 NOTOKA KPOBM Yepes
MMM y nnoga.

PacnpaBneHue nerkux BO3ayxoM, yBeanyeHune
JIErOYHOro KPOBOTOKA MPMBOAMT K BO3PACTAHMIO
nasnenus B J1IN u cmeLeHnto nepeMYHON nepero-
pOAKM BNPAaBO — K BTOPUYHOM, YTO CNOCoBCTBYET
3aKPbITUIO OBaNbHOrO OKHa. B panbHenwem, npu
COXPAHEHUU HOPMASIbHbIX PU3MONOTMYECKUX YC-
NIOBWI, NepBMYHAs Meperopoaka CnamBaeTcs Co
BTOPMYHOM, 3aKaHYMBaAa CenTaumio npeacepavn.
B HopMe Ha MecTe 0Ba/IbHOIrO OKHA onpenensercs
HebonbLwoe yrnybneHune, HazbIBAEMOE «OBaJIbHbIM
yrnybneHuems (nart. fossa ovalis). O He3apaleHuu
0BAJIbHOr0 OTBEPCTUSA KakK 06 OTKIOHEHUM OT HOp-
Mbl C/ieflyeT roBOPUTb JIMLLb Nocne 1-ro roga xms-
HW pebeHkKa.

Mopdonorns OO0 pasHoobpasHa, ¢ KpasiMu
pa3HOM TOMLWMHBI, HAIMYMEM KNanaHa WM ero,
B TOW WAM WHOWM CTeneHu, pepykuuen. Bapua-
6€enbHOCTb KacaeTcs Kak pa3sMepoB, Tak U GOpMbI
0BaNIbHOr0 OKHa — OT MPOCTOr0 OTBEPCTUS, MpU-
KPbITOro 3ac/IOHKOM, A0 AJIMHHOIO M3BWMAMCTOMO
npoxoaa [6]. B HekoTOpbIX Cny4asx nepBMYHas
neperopogka OTCTOMT OT BTOPUYHOM M3-3a CKNafa-
KM TKaHM Ha nesonpeacepaHon ctopoHe MIIM,
dbopMUupys Tak HasbiBaemMoe «OUKCMPOBAHHOEN
000 [7].

4.1.4. KnuHuveckue nposiBNeHuUs

B 6onblumHcTBe cnyyaes naumeHTol ¢ 000 Ma-
JIOCUMMTOMHbI, B CBSI3M € YeM gaHHaa CAC knu-
HUYECKM BbISBNSETCSA KpailHe peako. B mogpoct-
KOBOM Nepuoae MOXKET Hab/1toaaTbCs CKNOHHOCTb
K 0OMOpOKaM M [OMHAMUYECKMM HApYLUEHUSM
MO3roBOro kposoobpateHus. Npn reMogmMHaMm-
yecku 3HaumMmbix pasmepax 000 y petent crap-
Lero Bo3pacrta BO3MOXHO YMEPEHHOE CHUXEHUE
TONIEPAHTHOCTM K DU3MYECKMM HarpysKkam, Ablxa-
TeNbHbIN AMCKOMOOPT. KNMHUYeckmne nposiBneHns
MOTrYT NOSIBASTLCSA NPU AJIUTENIBHOM HATY>KMBAHMM
M 33[epXKe AbIXaHWS, YTO 00YyC/IOBNEHO OTKPbI-
TMEM LUYHTA, TOrAA KaK B MOKOE M Npu GbITOBbIX
(DU3MYECKMX HArpy3Kax WYHTMPOBAHUS KPOBU He
NMPOUCXOAMT.

KnuHnyeckune cutyaumu, npu KOTopbix cnegyeT
3aMo0[03puUTb KNanaHHO-HenonHoueHHoe (dbyHkK-
unoHumpytouee) O0O0:
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1. HesHaumTenbHbIM UMaHo3 ryb unm Hocoryb-
HOro TpeyronabHWKa Npwu Kawnie, PUanyecknx Ha-
rpy3kax (0cobeHHo cTaTuyeckunx), nnaye (y geTen).

2. Crorikas npeapacnonoXeHHOCTb K YacTbiM
NPOCTYAHbIM M BOCMANUTENbHLIM 3ab0neBaHUAM
OPOHX0NEro4HOM CUCTEMBI.

3. 3apepxka GU3nYeckoro passutmna pebenka,
HM3Kas TONEPaHTHOCTb K PU3MYECKMM Harpy3Kam,
0COBEHHO B COYETAHUM C CUMMTOMAaMM OpbIXaTeNb-
HOro AuckomdopTa UM AbIXaTenbHOM HepocTa-
TOYHOCTM.

4. Bo3HWKHOBEHME HEOOBACHMMbIX NOTEPDL CO-
3HaHWS, 0OMOPOKOB, CMMMTOMOB MpPEXOASLLEro
HapyLeHns MO3roBoro KpoBoOOpaLleHus, 0co-
6eHHO y 1L, MONOAOro BO3pacTa U MaLMEHTOB C
BapMKO3HOM BonesHbo BeH W/vnu Tpombodnebu-
TOM HUXHWX KOHEYHOCTEN M/MKM Manoro Tasa

5. MUHUManbHbIE PEHTFEeHONOTrMYeCcKMe Mpu-
3HaKM rMNepBOSeMUN B COCYAUCTOM pycne ner-
KMX, TEHOEHUMS K YBENMYEHMIO MpaBbiX Kamep
cepaua (kak nNpaBuio, UMeeT MeCTo NnLb Y KL
cTapLiero BO3pacra).

6. MuHMManbHble 3nekTpokapauorpaduye-
CKMe CMMNTOMBI, YKa3blBalOWME Ha MOBbIWEHWE
reMoAMHaMMYeCKOoM Harpy3Kku Ha NpaBble Kamepbl
cepaua, ocobeHHO Ha MpaBoe npencepauve, nNpu
MOMHOM UM YacTMYHOM BnoKage MpaBoOW HOXKM
nyuyka lmca.

4.1.5. AccoummnpoBaHHble KIMHUYECKHE COCTO-
AAHUA U OCJIOXKHEHUS

Hanbonee yacto ¢ OO0 accoummnpoBaHbl na-
pagokcanbHas BeHo3Has 3m6onua (MB3) u Mu-
rpeHb ¢ aypoi. K 6onee pegkmMMm accoumMmMpoBaH-
HbiIM ¢ OO0 COCTOSAHMAM OTHOCSIT TPAH3UTOPHYIO
rnobanbHyl0  amHesuo, nNpoTpomMboTUYeckue
HapyweHus, platypnea-orthodeoxia syndrome,
LeKOMNPEeCCUOHHYI0 601e3Hb, CUHAPOM OBCTPYK-
TUBHOIO HOYHOrO amnHoO3.

4.1.5.1.MapapokcanbHas (BeHO3Has) ambonus

MB3 - murpaums Tpomba (pexe Bo3aoyxa MM
Xunpa) n3 BeHo3How cuctembl B JIM yepes 000
C nocnepytouwen 3M60AMeN B CUCTEMHBIN Kpyr
KpoBoobpalueHus. KnuHuyeckun MBI mMoxeT ma-
HUbEeCTMpoBaTb UWeMUYecknuM mHcynstoM (UN)
(kapano3amMbonuyecknin naToreHeTMyYeckuin nog-
TUM), TPAH3UTOPHON MweMnyeckon atakon (TUA)
W, KparHe peako, nHbapKTaMm BUCLEPATbHbIX Op-
raHoOB (KMLIEYHWMK, MUOKaPpL, CeneseHka, cetyaTka
rnas).

MHcynbTbl, accoumnmnpoBaHHble ¢ 000, yawe onpe-
LenstTcs Kak KpunToreHHble nHcynbtbl (KA) [8,9].
Yacrota BbiseneHns OO0 npu KM kpaliHe Bbicoka
- 0T 24 po 66% cnyyaes [10,11,12]. OgHako npu-
YMHHO-C/IeCTBEHHASA CBSI3b OCTAETCA A0 CMX Mop
He CTOMb OYEBUIHOMN.

Hannune OO0 wmmMeeT cywecTBEHHOE KAMHUYe-
ckoe 3HayeHue npwu B3 1 paccmaTpmuBaeTcs Kak
LOMUHMPYIOWMIA NyTb peanu3aumu 13 [13,20,14],
Hapa4y C NPOYMMM BO3MOXKHbBIMU 3TUONOTMYECKU-
mMu dakTopamun U [3,5,15,16].

MpuunHbI NapafoKcanbHbIX IMOONNIA:
CTpyKTypHble aHOManuu U BPOXAEHHbIe NMOPOKM
cepaua

¢ OTKpbITOE OBaNbHOE OKHO

e [ledekT MexnpencepaHon neperopoaku
o JledeKkT Mexckenyao4uKkoBOW neperopoaku
e Jlero4yHbln BEHO3HO-apTepUanbHbIA LWYHT
[Mpoune npuymnHbl

e unchyHkums JDK

e 3acTon kposu B JIN, cBA3aHHbIN C npeacepa-
HOM TaXMKapamen

¢ KanbumHo3 MUTPAZIbHOIo KnanaHa

e ApTepuoreHHble 3M60/bl HU3KOMO pMCKa MO3-
rOBOro MHCyNbTa (HECTEHO3UpYIOLLME aTepocKie-
poTMYecKue BNSLKM B COHHbIX apTepusx, aTepo-
MaTo3 Ayru aopThbl)

OTtmevaeTcs 3HAUMMOCTb Tpombo3a rybokmx
BEH v Manoro Tasa B natoreHese KM npn 000 (ru-
notesa «BeHO3HOro TpoMboambonusmay) [17,18],
KOTOpasl, HeCMOTpS Ha KpWUTUYeCKMe acnekTbl
[19], noakpennseTcs GaKTOM BbICOKOCKOPOCTHOIO
npoxoxaexus (go 50 000 ambonnyecknx vacTuLy
B 4YaC) BEHO3HbIX 3MOONOB B HMXXHEN MONON BEHE
[20] vy 40% naumeHTOB C TPpOoMDOO30OM MNyBOKMX
BeH. B dum3monornyeckmx ycnosusix, ConpoBoxaa-
oLWMXCa nosbiweHnemM aasnenuns B MM (HaTyxu-
BaHwue, kawenb 1 gp.), 000 MoxeT LLMPOKO OTKpPbI-
BATbCS M NPOMyCKaTb 60/bLIMe TPOMObI.

MapapokcanbHag ambonuma (M3). Y nauneHToB
c OO0 6e3 npaBo-neBOro BHYTPUCEPAEYHOIO
LYHTMPOBAHMUS TaKXe CYLLEeCTBYeT BO3MOXHOCTb
passutus MM no-uHOMYy, OTIMYHOMY MEXAHU3MY C
TakoM e YacToTom, kak 1 6e3 000 [12].

000 moxet camo no cebe CNyXnTb MNOTEHLM-
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aNIbHbIM MCTOYHMKOM [13. TpoM6bI MOryT dhopMu-
poBaTtbcs mbo BHYTpM OO0 (Embolic Thrombus
Formation in Situ), nm6o Bo3ne 00O, couyeTato-
werocs ¢ AMIM. Obpa3oBaHuto Tpomba in situ
cnocobcerByeT TyHHeneBuaHas popma 000, npea-
pacnonararmwas K 3acTold KpoBOTOKa U HopMu-
POBAHMIO ONpeaeNeHHOro NpoKoaArynsaHTHOro no-
TeHumana. Bmecte ¢ TeM npsiMbIx [0OKA3aTenbCTB
3TOro NPeanoOXeHUs HEAOCTATOUHO.

Cnepcremem N3 MoXeT BbITb HE TONBKO MHCYNLT,
HO M MOPAXXeHWe KOHEYHOCTEN M KULWEYHUKA. 3a-
nofo3putb Hannume OO0 MOXHO Yy MALMEHTOB C
cene3eHOYHbIMMU, MeYEHOUYHbIMU, MOYEYHbIMU WH-
dapkTamMu U MHbAPKTaMK B CETYATKY rnasa npu
OTCYTCTBUM APYTMX UCTOYHMKOB TPOMBO3IMOONU3-
Ma 1 dakTopoB pucka. OnucaHbl cnyyam ambonu-
3aLMU KOPOHApPHbIX apTepuii Y MONOAbIX N0AeN C
000, npuBeaLwue K pasBUTUO MHDAPKTA MUOKap-
[a c nogbeMoM cermenTa ST [7].

B uenom ctpoeHue oyrv aopTbl 1 BbICOKAs YyB-
CTBUTENbHOCTb MO3ra K ULLIEMUM BEOYT K TOMY, UTO
M3 vawe MaHudecTupyeT UHCynbTOM unn TUA.

4.1.5.2. MurpeHb ¢ aypom
[ocne HapyweHWs MO3roBOro KpoBoobpalleHus
MWUIPeHb C aypoi SIBAsSeTCs BTOPbIM MO yacToTe
KJMHUYECKMM COBbITMEM, aCCOLMMPOBAHHBIM C
000. Kpome TOro, 4oKazaHHbIM 9BNSETCA DaKT ac-
couMaumMmM MUTPEHU C aypoi C BO3HUKHOBEHMEM
MHCYNbTA Y XEHLWMH B Bo3pacTe o 55 net (AHA/
ASA, 2014), uto 06bsACHsIETCS eAnHbIM MaToreHe-
TUYECKMM MEeXaHWU3MOM PpasBUTUS HapyLUEHWH
MO3roBOro KpoBoobpaleHms — MexaHmMsMoMm [13.
TpurrepHble GakToOpbl BO3HUKHOBEHMWS MUTPEHM C
aypor nNpu NpaBo-1eBOM LWYHTUPOBAHUM CBSA3bI-
BAlOT C MOTEHLMANbHON BO3MOXHOCTbIO MONaaa-
HWMS BAa30AKTMBHbIX CYOCTaHLUMI Yepe3 Mexnpes-
CepaHyt0 KOMMYHMKALMIO B MO3rOBOM KPOBOTOK,
MWHYS Manblii Kpyr KpoBoobpalleHus, rae B Hop-
M€ OHM OOJ/IKHbI paspywartbca [21].

YunTbiBas pOCT COBOKYNMHOM BEPOSITHOCTU pas-
BUTMS M npu conyTCTBYIOLLMX MUTPEHU C aypoM
M KYpEHUM, PEKOMEHOYEeTCS O0TKa3 OT KypeHus
XEHLMHAM, CTPaAAIoLLMM MUTPEHbLIO C aypoMu, UTO
MO3BONSIET CHU3UTb PUCK MHCYNbTA. AHANOrMYHas
CUTyauMs KacaeTCs M TOPMOHasbHbIX KOHTpa-
LLenTMBOB.

4.1.5.3. NpoTpomMbBoTHUECKME HApYLLUEHUS
Hannumne OO0 npu TpoMOBODUAMYECKMX COCTOSI-
HMUAX MOXET MOTEHLMPOBATb HapyLeHUs reMoc-

Taza u 13 [22,23]. OgHako B paboTax, M3yyaBLUMX
pO/b COYeTaHUsl LLeHTPasbHOro BEHO3HO-apTe-
pVMaNbHOro WyHTa M TPOMOOPUAMIA B Pa3BUTUM
MHCYNbTA Y MOMOAbIX NALUMEHTOB, Pa3fiMyuii B Ha-
PYLUEHMAX CUMCTEMbI FEMOCTa3a B 3aBUCUMMOCTM OT
Hannuus mnm otcytcteug OO0 He obBHapyxeHo
[24,25].

B pekomeHpauuax AHA / ASA (2013) no Be-
[EeHUI0 NaumMeHToB ¢ ocTpbiM VN [26] n no npo-
dunaktnke UM n TUA (2014) [27] kypauus naum-
eHToB C KM He onmcaHa u orpaHMyeHa YacTHbIMU
0C0BEeHHOCTAMM HabNOAEHMS NALMEHTOB C TPOM-
60PUINYECKMMU COCTOSHUSIMMN.

Ha cerogHslWHWI OeHb uncno paboT, Noces-
LWEHHbIX UCCNEeL0BaHUI0 CUCTEMbI FreMOoCTasa npu
00O u oLEeHKe puUCKa MHCYNbTa NpY KOMOMHALMM
000 c pa3nuMyHbIMKM HapyweHUsIMKU reMocTa-
33, OrpaHMYeHo, YTO He MO3BOJISeT NpeacTaBUTb
OKOHYaTesbHble peKoMeHJauun no AuMarHocTuke
WAW NEYEHUIO JAHHOM KaTeropuu NaumeHToB.

4.1.5.4. Platypnea-orthodeoxia cuHapom

Platypnea-orthodeoxia (oT rpey. - 3aTpygHe-
HWEe [bIXaHUS MpU BCTABaHWUM, KyNupyloLieecs B
FOPU30HTANIbHOM MONOXEHUW) — CUHAPOM, BO3-
HWMKHOBEHWE KOTOpOro o060ycnoBieHo CH6pocoM
BEHO3HOM KPOBW Yepes LWYHT Npu nepexoge u3
FOPM30HTANbHOTO MONOXEHUS B BEPTUKANbHOE.
JTO NpWMBOAMT K MOCTYPaNbHOM 3HAYMMOM TU-
MOKCEMUU C OCTPbIM CHWXEHMEM NapLManbHO-
ro OaBNeHus KMCNopoda apTepuanbHOM KpOBM.
OCHOBHOE KNWHMYECKOE NPOSIBNEHNE — OAbILLKA,
KOTOpasi YMeHbLUAEeTCS B rOPU30HTaNbHOM MOO-
YXEHMU BBUAOY YMEHbLUEHNS cObpoca [28,29].

KnuHunueckne NposBAEHUS platypnea-
orthodeoxia BO3HWMKAIOT NpW HaNUunK OBYX KOM-
MOHEHTOB:

a) aHAaTOMMYECKOro — B BUAE MeXnpeacepaHOM
KOMMYHUKaLMK;

6) ¢dyHKUMOHaNbHOrO - B BUAe JAedopmauuu
(«aHaToMmyeckoro uckaxenus») MIM c nepeHa-
NpaB/ieHWEM MOTOKA LIYHTA B BEPTUKANIbHOM MO-
NOXEHUMN.

MepBbii KOMMOHEHT BO3MOXeH npu OMIM,
00O nnu beHecTpmupoBaHHOM aHeBpu3ame MIMT.
BTopoit KOMNOHEHT MOTyT 06YCNOBMBATL NPUYK-
Hbl JIerOYHO-CepAEeYHble (IKCCYAATUBHBIN — KOH-
CTPUKTUBHbIV NepuKapaut, sMdusema, aptepumo-
BEHO3Hble ManbdopMaLuu, NyIbMOHIKTOMMUA UK
AMMOLAPOHOBAs MHTOKCMKALMS), abaoOMMHaANb-
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Hble (LMpPpO3 MNeyeHu), cocyancTble (aHeBpM3Ma
WK yanuHeHue aopthbl) [30].

4.1.5.5. lekoMnpeccMoHHas 6one3Hb

Y nuy, ¢ 000, paboTatowmx Ha rybuHe (Bo-
[L0Na3bl, LaiBepbl) UAU B YCJIOBUSX BbICOKOTOpbS,
He MCKNKYaeTcs pa3BUTME OEKOMMPECCUOHHOM
(KeccoHHOW) BonesHU C KNMHUYEeCKUMU NposiBne-
HWSMUK B BUAE OTeKa Nerkux u/mnmn TpaH3MTOPHOM
rnobanbHoM amHe3mm [31,32]. YkasaHHble Kau-
HMYeckue npossieHns obycn0BAeHbl BTOPUYHOM
3MbonMnent BO3AyXOM Npu LWYHTMPOBAHUM CrpaBa
Haneeo 4yepe3 00O0. B uenom B mccnegoBaHum
Torti S.R.(2005) y nanBepoBs 6611 OTMEYEH HU3KUH
A6CONKOTHBIM PUCK PA3BUTUS LEKOMMNPECCUOHHOM
60/1€3HM, HO OTHOCUTESIbHbIM PUCK BbiN B NATb pa3
Bbile, YyeM y pganepoB 6e3 00O, n 3aBucen ot
pa3Mepa 0BaJibHOro okHa [33].

4.1.5.6. CMHAPOM OOGCTPYKTUBHOTO HOYHOIO
anHo3

Y naumeHtoB ¢ 000 cnHApPOM 0BCTPYKTUBHOIO
HOYHOrO afMHO3 MOXET HabnaaTbCs Mo TeM Xe
npu4mMHaM, 4to 1 y naumertos ¢ AMIIM. NaTono-
rMs CBSI3aHa C BO3HMKHOBEHWEM KPOBOTOKA Cnpa-
Ba HaneBo yepe3 MIII Npu CHUXKEHUN PACTSXM-
MOCTW MPaBOro Xenyaouka.

AHanornyHas ¢uM3mMonorna ynopHom runokce-
MWK MOXET HabNtoaaTbCs NpU paae Npovmx naTo-

CnucoK iuTepatypbl:

NIOTMYECKUX COCTOSHUIA, CONPOBOXAAMLWMXCA MO-
BbllUEHMEM [aB/eHWs B MpaBblX OTAenax cepaua
n covetarwwmxca ¢ 000, TakMx Kak KnanaHHbIN
CTEHO3 NIero4YHOM apTepuu, aHoManus JbwTernHa
W Apyrve HapyweHus TPUKYCMUAANbHOro Knana-
Ha, MHMAPKT NPaBOro >enyaoyka, XpoHMYeckue
6onesHn nerkmx (OBCTPYKTMBHbLIE WMAU PECTPUK-
TUBHbIE), NeroyHas smbonug (ocTpas uan Xxpo-
HMYeckas), 1eroyHas runepreHsus (NepBuYHas u
BTOPUYHAS).

4.1.5.7. TpaH3uTOpHas mobanbHasa aMHe3us

TpaH3uTopHas rnobanbHas aMHe3us OMUCbl-
BAETCA KaK KAMHWYECKMM CMHAPOM npexonsulie-
ro pacCTpoMCTBa MAaMATM C BHE3AMHOM yTpaTou
CNOCO6HOCTU 3aNOMMHATb HOBYH MHDOPMALLMIO U
BbINaLeHWEM M3 NAaMATU HEKOTOPbIX HEAABHUX CO-
6b1TMI. Bo Bpems npuctyna HabnogaeTcs nonHas
fe3opueHTaums, kotopas aamtca ot 30-60 MUHYT
[0 12 4y n bonee, B COYETAHUN C PETPOrpasHOM
aMHe3unen. Hesponornyeckoe ob6cnenoBaHne, Kak
NpaBWo, He BbISIBNSIET OPraHUYecKor NaToNoruu.
Hanbonee BepOATHOM MPUUMHOM CUMTAKOT TpaH-
3UTOPHYK ULIEMUIO BCNIEACTBME aTepoCKNeposa,
TpoM603a, TpoMBO3IMOOIMM, ACCOLMMPOBAHHYHO
B ToM uncne ¢ 00O, koTopas BbI3bIBaeT ABYCTO-
pOHHee HapyweHne QYHKLMM 3alHEMEANANBHOIO
Tanamyca uam runnokamna. B HekoTopbix cnyyasx
HabnoaaeTCs NOCe MUTPEHO3HOM aTaky.
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Hymepauus pasnenos v noapas3nenos yka3aHa B COOTBETCTBMU C COLEPXKaHWEM MOJIHOW Bepcun PekoMeHaumi
Hymepaums cnvcka nutepatypbl ynopsigodeHa. [opsakosbie HOMepa OTAIMYAOTCS OT CMCKA NIMTEPaTypbl MOMHOM
Bepcum PekoMeHzaumi

EBPASUACKASA ACCOLIMALUA
TEPANEBTOB
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InaBHoi Lenbio cozaanusa Eepasuiickoi Accoumaumu TepaneBToB aBnseTca
00beAMHEHME YCUAMIA NO PELLEHUI0 HACYLHbIX 3334 3APaBOOXPAHEHHS.
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