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ABYXCTBOPYATbI AOPTAJIbHbIW KJTANAH (3BOJIIOLIUA B3rN940B HA OCOBbI/A TUM

BAJIbBYJIOMATUN)
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Lienb. VI3yunTb BapraHTbl pa3BUTHS 1 COHETAEMOCTb COMYTCTBYIOLLMX NATONOMMYe-
CKMX M3MEHEHWIA NPU BaNbBYNIONATAN a0PTaNbHOrO knanaHa, copMMpoOBaHHOrO
no Tuny GUKyCnAANLHOrO.

Marepuan u meTtogbl. B nccnenosaHme BkntoyeHsl 207 NauyeHToB, KOTOPbIE B TeYe-
HUE NATU NeT Gbinn ONeprpoBaHbl B CBS3M C MPOrpeccMpoBaHNeEM BPOXAEHHOMO aop-
TalbHOrO MOpoka. BospacT onepupoBaHHbIX BapbupoBan oT 17 oo 75 net (cpeaHumin
B0o3pacT — 49,6+0,9 net), COOTHOLLIEHME MYXUMH U XXeHLLUmH — 3:1. CoyeTaHwe C peBma-
T3MOM BbisiBNieHO Y 33 (15,9%) nauneHToB. MepeHeceHHbI MHOEKUMOHHBIN 3HA0Kap-
ImT oTMedeH Y 45 (21,7%) nauneHToB. MauveHToB ¢ AOMUHVPYIOLLMM CTEHO30M Obino
111 (53,6%). PacLumpeHmre BoCXoasiLLei aopThl BbisiBNEHO Y 82 naumeHTos (39,6%).
Pe3ynbratbl. Y G0MbLIMHCTBA MAUMEHTOB ObiM UCMOMb30BaHbI MeEXaHW4Yeckue
npoTesbl U TONbKO y 12 6ronpoTesbl; 13 nauyeHTam caenany nnacTuky knanaHa
nmbo BMeLLaTENbCTBA HA CTBOPKax He noTpe6osanock. TpeTb nauveHToB (31,9%)
HYXAan1Cb B NPOTE3NPOBaHNM BOCXOAALLEN a0pTbl. Co4eTaHHbIE AONONHUTENbHbIE
npouenypel (nnactuka wuavM npoTe3vpoBaHWe aopTanbHOMO KnanaHa, mnactuka
TPUKYCNMAANLHOrO KianaHa, NnacTuka NeBoro Npefcepans, ylUMBaHue centab-
HbIX 4edEeKTOB, AQ0PTOKOPOHAPHOE LYHTUPOBaHWE) Obinn Hepeakumn — 57. focnu-
TanbHas neTanbHOCTb cocTaBmna 2,9%.

BaknioyeHue. BukycnuaanbHblii a0pTabHbIiA knanaH sBAseTcs 0coObiM BUAOM
BasbBYNONATUM, HEPEAKO COYETAIOLLECs C aopTonaTuei. l[eHe3 NnaTonormm HoCuT,
BEPOSITHEE BCEro, reHeTuyeckuii xapaktep. KnuHuyeckue nposiBNeHws nopoka
Pa3BMBAOTCS CO BPEMEHEM U MOTYT ObiTb YCKOPEHbLI NPU Pa3BUTUN peBMaTM3Ma
WAV MHPEKLMOHHOIO 3HAoKapanTa. Xupypruyeckoe neveHme abdekTMBHO.
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KnioueBble cnoBa. brkycnuaanbHblil a0pTanbHbIN KnanaH, aopTonarvisi, npoTesu-
poBaHue knanaHa, reHeT1Ka CoOeANHNTENbHO-TKaHHbIX AUCTNA3NA.

@rBY Poccuiicknii Hay4HbIA LIEHTP Xupyprum uM. akapemuka b.B. Metposckoro
PAMH, Mockea, Poccus.

O3semewkeBuny C.J1.* — npodeccop, fi.M.H., pyKOBOAUTENb OTAENEHNS XMPpYpruye-
CKOro neveHnst AnchyHKUMIA Mnokapaa 1 CepaeyHHO HefoCTaTOYHOCTU, ANPEKTOP
@OrbY PHUX um. akag. b. B. Metposckoro PAMH, pykoBoAUTENb OTAENEHUS XMPYP-
rMYyeckoro nevyeHns MchYHKUMN M1Mokapaa v cepaeyHor HeaoCTaTouHOCTH, MBa-
HOB B.A.— n.M.H., npodeccop, pyKoBOAUTENb OTAENEHWS XMPYPru MOPOKOB
cepaua, YapusH 3.P.— [.M.H., pyKOBOAWTENb OTAENEHUS XVMPYPIiU a0PThl U ee
BeTBei, EBcees E.[.— K.M.H., B.H.C. OTAENEHNS XMPYprum NopokoB cepaLa, Ppo-
noea t0.B.— K.M.H., B.H.C. OTOENEHWUSI XUPYPrU4YECKOr0 NeYeHus AMCHYHKUMIA
MVOKapaa 1 CepaeyHo HeaoCcTaTouHOCTH, JlyroBoii A.H.— acnupaHT otaeneHus
XVPYPruyeckoro neveHns auchyHKUMin Mmokapaa n CepaeyHoi HegoCTaTO4HOCTK,
®epynosa C.B.— K.M.H., C.H.C. "abopaTopuu UHTPAoMepPaLWOHHON ANArHOCTUKY,
XoBpwH B.B.— K.M.H., pykOBOAWUTENb OTAENEHNEM PEHTTEHOANArHOCTUKM N KOM-
nbloTepHol Tomorpadun, Bykaesa A. A.— nabopaHT nabopaTopun MeAMLIMHCKOM
reHeTvku, 3akna3bmuHckas E. B.— a.M.H., npodeccop, pykoBoauTens naboparto-
pren MeQVUMHCKON FreHETVKM.

*ABTOp, OTBETCTBEHHbI 3a nepenucky (Corresponding author): dzem@med.ru

KT — komnbloTepHas Tomorpadus, MCKT — MynbT1cpesoBasi crnvpansHas Kom-
nbloTepHas Tomorpadusi, IXOKI — axokapamorpadus, IKI — anekTpokapamo-
rpacus, POHOKI — doHokapavorpacdus, ACC/AHA — AmeprikaHCKoe 06LLECTBO
kapavonoros/ AmepukaHckas accounaums cepaua, ESC/EACTS — Esponelickoe
06LiecTBo kapamonoros/ EBponeiickas accoumaums KapayoTopakanbHbIX XMpyp-
ros, F/KMM — runeptpoduyeckas kapanomumonatus, UBC — wnwemnyeckas
6one3Hb cepaua, MO — nHdeKUMOHHbI 3HAoKapanT, AK — aopTasbHbIi knanas,
BAK — GrkycnnaanbHblil aopTanbHbIi KnanaH.

Pykonuck nonyyena 25.04.2014
PeueHans nonyyexa 28.04.2014
MpuHsTa K nyénukaumm 05.05.2014

BICUSPID AORTIC VALVE (A DEVELOPMENT OF INSIGHT INTO VALVULOPATHIES)

Dzemeshkevitch S. L., Ivanov V. A., Charchian E.R., Evseev E. P, Frolova Yu.V., Lugovoy A.N., Fedulova S.V., Khovrin V.V., Bukaeva A.A.,

Zaklyazminskaya E. V.

Aim. To study different ways of development and combinational abilities of
pathological changes common for bicuspid aortic valvulopathy.

Material and methods. Totally 207 patients included, who had during previous 5
years been operated for progression of inherited aortic valve defect. The age varied
from 17 to 75 years (median 49,6%0,9 y.), men to women — 3:1. Comorbidities
included rheumatic fever in 33 (15,9%) patients and infectious endocarditis in the
past in 45 (21,7%). In 111 (53,6%) patients aortic stenosis dominated and
distension of ascending aorta — in 82 (39,6%) patients.

Results. For most of patients mechanical prostheses were used and only for 12 —
biological; 13 patients underwent valvulopastic or no any operation. One third of
patients (31,9%) required a prosthesis of ascending aorta. Combinations of
additional procedures (as aortic valve plastic or prosthesis, tricuspid plastic, left
atrium plastic, septal defects sewing, coronary bypass grafting) were not unusual —
in 57. In-hospital mortality reached 2,9%.

CoBpeMeHHasT KapIHOXUPYPTUSI — 3TO HAayIHO-IIpa-
KTU4eCcKas TUCIUTUIMHA, CTAaHOBJICHNE KOTOPOM TIPOM-
30IIUI0 B TeUYeHUE IPOPECCHUOHANIBHONM KU3HHU OIHOTO
IIOKOJICHUSI XUPYPIOB BO BTOPOIT mojioBHMHE XX BeKa.
3a 3TOT KOPOTKUIA Mepro MHOTHE TEOPHUH, KOHIICTIIINHI

Conclusion. Bicuspid aortic valve is a specific kind of valvulopathy, commonly
combined with aortopathy. The development of this pathology is probably inherited.
Clinical picture of the defect develops during time and its exacerbation might be
accelerated by rheumathic fever and infectious endocarditis. Surgical treatment is
effective.

Russ J Cardiol 2014, 5 (109): 49-54

Key words: bicuspid aortic valve, aortopathy, valve prosthesis, the genetics of
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¥ TIPOTOKOJIBI JICYCHUS TIPETEPIICIIN CTOIb 3HAYNTEIBHBIC
W3MEHEHMsI, 9TO CETONHS HYXMAIOTCS B IPAKTUYCCKU
HOBOM OCMBbICIeHUM [1].

OnvH U3 SIpKUX IPUMEPOB MOTOOHOM 3BOJIOIUN —
mpodJjieMa ITUATHOCTHKW, SIHUIESMUOJOTUH, JICUCHHUS
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M IIPOTHO3A MMAIIMEeHTOB ¢ OMKYCITMIATEHBIM a0PTaTbHBIM
KJIaITaHOM. B3mIsimbl Ha 3Ty IATOJOTUIO M3MEHWINCH
pamvKaJIbHO: OT PEOKO BCTpedaecMOU 0 Hambojee pac-
IIPOCTPAaHEHHOM, OT OJAaroIOJIyIHO IIpOTeKaIoIIC
JI0 >XKM3HEYTpoXalollei, OT CHopaaudyecku BO3HUKAalO-
1Ie# 10 TeHETUYECKU 00YCIOBJIEHHOM 1 cCeMeiHO Hacle-
myeMoit [2—4].

CeromHs yxXe ClIeayeT TOBOPHUTh He O “ymcTtoM” aHa-
TOMWYECKHM ABYXCTBOPYATOM KIIallaHE, a O CJIOXHOM
KOMILIEKCEe aHATOMUYECKNX, TUCTOJIOTMICCKUX M MOJIC-
KYJISIDHBIX ~ PacCTPOMCTB COCOMHUTEIbHO-TKAHHBIX
CTPYKTYp Cepama U KPYIHBIX COCYIOB: BaIbBYJIO- M a0P-
TOIIATHM HACJIeACTBEHHOTO reHe3a [5]. CooTBETCTBEHHO
3TOMY HEOOXOAMMO YHUMUIMPOBATh W HAIIU OOIIUE
KapIMOJIOTUYCCKIE M KapOUOXUPYPTUICCKUE KOHIICTI-
UM, YTOOBI IMAIIMEHT BCTPETHIICS C HEOOXOIMMOCTHIO
OPUHSTUS pellIeHUs] 00 omepaluuy “He Mo3Xe, 4yeM BO3-
MOXHO, HO ¥ HE paHbIIle, 9eM HeOOXOIMMO”.

B Hacrosmieit cratbe M3IO0XEH IISTUJICTHUN OIIBIT
(2009—2013, BxuounTenbHO) Poccuiickoro HaydYHOTO
LieHTpa xupypruu uM. akan. b. B. [leTpoBckoro B Jieue-
HUW OMKYCITMIATLHOM ITaTOJIOTUY a0PTAIbHOTO KJTallaHa.
He 6b110 cienianbsHOro 0T00pa UCTOPU O0JIE3HU — 3TO
peTpOCTEKTUBHAS OLIEHKA BCETO XMPYPruyeckKoro moToka
HaIlpaBJIecHHBIX B Hail LIeHTp aopTajdbHBIX MALIMECHTOB
W3 pa3IMYHBIX peTHOHOB Poccum.

Martepuan u metogbl

Bcero 3a matmneTHW mepuonm BeIMOJHeHO 207
omnepanunii y MalMeHTOB ¢ IMarHO30M IBYXCTBOpYa-
TBII aOpTATBbHBIN KJIAIlaH, YTO COCTABJISICT IIPUMEPHO
IISATYI0 9acTh OT BCEX aOPTaIbHBIX ITPOTE3WMPOBAHUIA,
BBHITIOJTHEHHBIX 3a 3TO XXe BpeMs B Hamem lLleHTpe.
ITernepHOE COOTHOIIEHNE MYKYMHBI/KECHIINHEI OKa-
3amoch 3:1. Bo3pacT omepHpOBaHHBIX BapbHPOBAI
ot 17 go 75 net, coctaBuB B cpeaHeMm 49,6%+0,9 ner.
[ManmeHTOB ¢ “YUCTBIM” WM TOMUHHPYIOIIMM aop-
TaJIbHBIM cTeHO30M Ob110 111 (53,6%), ¢ aopranbHOil
HelocTaTouyHOCThlo — 85 (41%). Ilpm aTOM BO3pact
UX B TPyIme ¢ aopTaJbHBIM CTCHO30M OBLI BHIIIE
W cocTaBWI B cpenHeM 53%1,4. PacmmpeHne BOCXO-

Puc. 1. MynbtcnupanbHas KT naumeHta ¢ 6UKycnvnaanbHbiM KnanaHoM, aHeB-
P13MOIi BOCXOASLLEro 0TAeNa aopThl 1 KoapkTauven. PekoHcTpykums VRT. Yepras
cTpenka — 06nacTb rmnonnasuy rpyaHoit aopTel. MyHKTYPHAs CTpenka — aHeB-
pr3ma BOCXOAALLEN aopThl.

IOSIIe aopTHI, IpeBhImaiomee 4,5—5 ¢cM, BBISIBICHO
y 82 manmenToB (39,6%), npuuem y 11 (5,3%) u3 Hux
0e3 KIMHUKU aopTaJbHOM HETOCTATOYHOCTH IIpHU
HOpMalbHO (YHKIIMOHUPYIOMIEM JIBYXCTBOPYATOM
KJIallaHE.

CoueraHle ¢ UIIEMUYSCKOI 00JIE3HBIO Cepala, Impo-
TeKaIIeil KIMHIIESCKH 3HAYNMO 1 MMEIOIICit aHaTOMM -
YecKre OOOCHOBAHMS JUISI BBIIIOJHEHUS COYETAHHOTO
OITepaTUBHOTO BMEIATeIbCTBA Ha KOPOHAPHEIX COCYIAX,
BBISIBJICHO JTUIb Y 18 martmenToB (8,7%).

AHaMHecTHYecKas, BU3yajabHas 1 Mopdoiormaeckast
OIICHKM TI03BOJISTIOT TOBOPUTH O CIICAYIOIIEM pacIipeie-
JICHUM IOITOJHUTEIBHBIX 3TUOJOTHMIECKUX (PAaKTOPOB,
TOBJIUSIBIIINX HA SBOJIIOINI0 OMKYCITHIAILHOTO a0pTahb-
Horo mopoka: 129 manueHntoB (62,3%) ¢ MHBOMIOLMOH-
HBIM TIPOTPECCUPOBAHUEM CKJIEPO3a CTBOPOK M KaJIbIIM-
dukanueit, 33 (15,9%) — ¢ npucoeAMHEHUEM PEBMATH -
yeckoil nHbexkunu u 45 (21,7%) — ¢ nepeHeCeHHBIM
¥ TIPOJICYCHHBIM MHMEKIIMOHHBIM SHIOKAPIUTOM.

BceMm manmeHTaM ¢ yKa3zaHHEM Ha pacIIMpeHNEe KOPHS
AOPTHI WJIN BOCXOMSIIETO OTaeaa aopThl BeIMOMHIIN KT
wm MCKT B merstx yToYHeHUS pa3MepOB a0OpThI, JIEBOTO
KeJyoodKa, aopTalbHOM peryprutanuu (puc. 1). ITamm-
eHTaM crapire 40 et geanu KopoHaporpaduto. MaTpa-
OITepallMOHHO 00s3aTeJIbHON OBUIAa TPaHCHUIIEBOIHAS
BOXOxkapauorpabus (puc. 2). Onepalnii BHITTOTHSIIN
0 CTaHZAPTHOM METOAWKE, B TECUCHUE IECSTIIICTUU
0TpabOTaHHBIX B HameM LleHTpe mpoToKoIaMu aHecTe-
311 U UCKYCCTBEHHOr0 KpoBooOpaleHus [6, 7]. B kaue-
CTBE KapIHOIUIETUYSCKOTO PacTBOpa MIPEUMYIIIECTBEHHO
WCIIOJIb30BAIM pa3paboTaHHbIM B LleHTpe “BHeKkieTOu-
HBI” KoJTOMOHBIN pacTBop KoHco, pexke — “BHyTpH-
kieTouHsrin” Kycrommon [8].

MexaHn9ecKHe IIPOTE3Hl KIIAITAaHOB MCITOJIb30BaIA
y OOJNBINMHCTBA MamueHToB (129 — mByXcTBOpYATHIC,
32 — IUCKOBBIE MOHOCTBOpYATHIEe, 2 — TpeXCcTBOpYa-
TBIE), OMOMIPOTE3bl MPUMEHSIIA 3HAYMTEIBHO peXke —
y 12 manmeHToB; y 25 MalMeHTOB MPUMEHWIN KJilama-
HOcoAepxXalle KOHOIYUTH U y 13 nmmbo memanum Iia-
CTUUYECKYI0O PEKOHCTPYKIHWIO, JUOO0 BMEIIaTeIbCTBA
Ha CTBOpKaX He MmoHamoomiaochk. Cpean BBIOpaHHBIX
MpPOTE30B AOMUHMPOBAAM KJIalaHBl C MOCATOYHBIM
cemyioM IpoTte3a 19—23 MM, TIpOTE3HI OONBIINX pa3zMe-
poB — 25—27 MM coctraBuiu 35,1%. TpeTh maureHTOB
aHaNM3UpyeMOi TIpymmbl, a uMeHHo 66 (31,9%),
HYXIAJINCh B IIPOTE3MPOBAHUM BOCXOISIIEH aOpPTHI,
W3 HUX Yy 7 MAaIlUEHTOB BBIIIOJTHEHO 3K30IIPOTE3MPOBa-
HHE, OOHOMY ITAlIMEHTY CHEJaHO IIPOTEe3MpPOBaHUE
Takke W OyTW aopThl. COIyTCTBYIOIIME OIepallvi,
BBHITIOJITHCHHBIC HApSAOy C IPOTE3MPOBAHUEM a0pTallb-
HOTO KJIallaHa W BOCXOIAIIEH aopTHI, YKa3aHHI B Ta0-
quie 1.

TocnutanbHast JeTaabHOCTh cocTaBmia 2,9% (6 marm-
eHTOoB). OCHOBHBIC IPUIMHBI HEYIa4 MMEIOT OTHOIIICHE
K OOIIEeXMpyprudyecKUM IIpobieMaM U HE CBS3aHBI
C XapaKTepOM M OCOOCHHOCTSIMU TTaTOJIOTUM KJIaIlaHa.
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Ta6nuua 1
CoueTaHHbIe XUpypruyeckue npoueaypbi
npu NpoTe3aupoBaHun GUKYCNUAANBHOrO KnamnaHa
¥ Bocxoasuiei aoptbl (n=207)

Bup onepauumn Konuyectso
NnMK 10

MnMK ¢ pekanbuyHaumei 18

nTK 3

MnTK 6

AKLL 18

aMnn 1

“Mepcepec”- nnactuka JIM 1

Cokpauenusi: TMK — npoTesunpoBaHvie MUTpanbHOro knanaxa, NMTK — npotesu-
poBaHWe TPUKYCNMAanbHOro knanawxa, MNn — nnactuka, AMIMNMN — gedekTt mexoke-
Ny[ouKoBo neperopoaku, JIM — nesoe npeacepamne, AKLL — aopTo-kopoHapHoe
LYHTUPOBAHWE.

Pesynbrathl U 06CcyXxaeHue

Ha momnkiImHWYeCKOM 3Talle 3TH MAlMEHTHI, KakK
MIPaBUJIO, TIPOXOOMIN C JUATHO30M AOPTAJBHBIN IOPOK
cepaila, W KIMHWYECKass KapTWMHA HEe HWMejda OCOOBIX
OTIMYMI OT MAIlMEHTOB C AOPTaJbHBIMH ITOPOKAMU
W TPEXCTBOPYATHIM B MCXOIE AOPTAIbHBIM KJIAITAHOM.
OmHMM M3 TEPBBIX OTIMYUTEIBHBIX CHMIITOMOB OBLIO
aHAMHECTUIECKOE YKa3aHNe Ha IIyMBI B CepAlle, BHICIIY-
IIBaecMBIe C IETCKOTO WX FOHOIIECKOTO Bo3pacTa.

OKTI 1u ®OHOKI crienuaibHOM AUarHOCTUYECKOI LIEH-
HOCTH He mMeroT. TpaHcropakambHast OxoKI' mpm “xopo-
meM” OOCTYIIe W OTCYTCTBUU TPyOOTo KalBLIMHO3a IT03BO-
JIIeT BBISIBUTHh HAIMYME IBYXCTBOpYATOro KiarmaHa. Y3U-
CKPMHUHT OMICKAWIINX POICTBEHHWKOB ITaIlMCHTOB
C IByXCTBOPYATBIM aOpPTATIBHBIM ITOPOKOM 0oJjice MH(pOopMa-
TUBCH B CHTy MCHBIIICH BBIPAXKEHHOCTH TTATOJIOTUHN 1 PEKO-
meHnoBaH ACC/AHA B kauecTBe 00sI3aTeTIHHOTO TTPOTOKOJIA
[9], aTo moarBepskaeHO TpoToKoioM ESC/EACTS [10].

B mmarHOCTMYeCKOM IIIaHe OIpeAeIeHHEBIE TPYTHOCTH
BO3HUKAIOT B 1h(hEpeHIIMATIBHON MUArHOCTUKE TBYXCTBOP-
YaToro aopTAJILHOTO TTOpOKa M TUIIEPTPOMUIESCKON Kapamo-
muorariv (I'KMIT) y B3pocibIx malmeHToB. DIUuIeMUoIord-
YeCKIe MCCIICIOBAHNS CBUICTEIBCTBYIOT O BRICOKOIT 9acTOTe
I'KMII B momyisivm (He MeHee 1:500), py TOM, 9TO TpeTh
STHX TALMEHTOB- JIFOOW TTOXKWIOro Bospacta [11, 12]. Ilpu
nmareHTHOM hopme I'KMIT Ge3 3HauMMOro Iiepernana maBie-
HYSI, TIPA aHAMHECTUUECKY M3BECTHOM (DaKTe BHYTPHUCEPICU-
HBIX IIIyMOB C FOHOIIIECKOTO BO3pacTa, HATMINM JICBOXEITY-
JIOYKOBO# TUITEpTPO(HH 1, €CTECTBEHHO, OTCYTCTBUM CITCIIH-
ATBHOM ITPodecCHOHATTFHON HACTOPOXKCHHOCTA KAPIMOIOTOB,
JMATHOCTUYECKIE OITMOKK BOSMOXKHBIL.

Pacnipenenenne IMmammeHTOB MO IOy B HACTOSIIEM
HCCIeIOBaHNN (MYKYMHBI/SKCHIITUHEBI 3:1) COOTBETCTBYET
SIUIEMHUOJIOTMYECKON OICHKE IOPYTUX XUPYPTHUCCKUX
KOJUIEKTHBOB. Ha mpenmyiecTBeHHOEe aHOMAaJIbHOE (DOop-
MUPOBaHVE OMKYCITUIAILHOTO KJIalaHa y JIUI] MYKCKOTO
TI0JTa, B TPH pa3a 110 YaCTOTE IIPEBHIIIAIONICE TAKYIO IATOJIO-
TWIO Y XXCHIIMH, YKA3bIBAIOT TakKe W APYTHe aBTOPHI [13].

Puc. 2. TpancnuweBogHas 9xoKIm GukycnupanbHOro aopTanbHOro knanala:
a) 2D nsobpaxeHvie NPOAOSLHOTO CEYEHNS a0PTaNLHOMO KnanaHa, KOPHS 1 BOCXO-
[swero otaena aopTbl (1 — anameTp GrbpPo3HOro KosbLa, 2 — AYameTp CUHYCOB
BanbcanbBbl, 3 — AvameTp CUHOTYOYNSIPHOrO rpebHs UM OMOPHOro KoMbLA);
6) 2D n3obpaxeHne NonepeyHoro ceveHns brkycnaanbHOro aopTanbHOro Knana-
Ha — oTBepcTUe Tuna “pbibuii pot”.

Puc. 3. MHTpaonepaunoHHoe $oTo. BrkycnmaanbHbliii knanaH ¢ AByMs KOMUCCY-
pamu v rpy6oit kansumdukaue.
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Puc. 4. MHtpaonepaunoHHoe $oTo. BukycnmaanbHbii KnanaH ¢ N0XHON KOMUC-
CypoWn.

Puc. 5. Cxema BukycnnaanbHOro knanaHa ¢ IOXXHON KOMUCCYPOI B 30HE MeXAay
NIEBOIA N NPaBOI KOPOHAPHLIMK CTBOPKamMu (1 — drBpO3HOE KOMbLO, 2 — HEKOPO-
HapHas CTBOpKa, 3 — NoXHasi KOMKUCcCypa, 4 — y4acTok MMoKapza 1eBoro Xeny-
[l04Ka B 30HE AMCNOKALWMMN CTBOPKM B IEBbIN XENYA04EK).

ITo xapakTepy pacrojioXeHusI CTBOPOK OMKYCTIUIAJb-
Hble KJIallaHbl HeogHOpoaHbl. K coxaneHuio, MbI
He 3a(pUKCUPOBATIY CTATUCTUYECKU B IIPOTOKOJIAX omepa-
LI 4acTOTy BCTpedyaeMbIX aHATOMUYECKMX BapUaHTOB,
HO pexXe BCTpedaloTcsl “YMCThie” IBYXCTBOpYATBIC Kia-
maHel (pucC. 3) M, NMPEUMYIIECTBEHHO, Yy ITaIleHTOB
C TOMUHUPYIOIIMMU TeMOIMHAMMWYECKUMU HapyLIeHU-
SIMM TI0 TUITy HemocTaTrouHocTH. KitamaHel ¢ “I0XHOI”
KOMUCCYpOIt HAOII0Jal0TCs Yallie 1, Kak MpaBuio, UMEIOT
B 9TOI 30HE TPYyOBIi PMOPO3, KaTbIIN(MUKAIINIO U IIPOTE-
KaT (ECHOTHITMYECKHN II0 THUIIYy CTEHO3a aOpTaJIbHOTO
knamaHa (puc. 4). JloxxHasT KoOMHCCypa B 30HE MEXIY
MpaBoOi M JIEBOWM KOPOHAPHOUW CTBOPKOW JEJIAET KJIalaH
MPaBO-JIEBBIM; BCTPEYAETCS 3TOT BapUaHT yYallle APYrux
(puc. 5) u, o psimy HaOTIOAEHWUI, 3TO MOXET YKa3bIBaTh
Ha cIenu¢rIecKoe COYeTaHWE C IPYITMMH ITOPOKaMU
cepla v KPYITHEIX cocymoB. Cpean coueTaHHOM ITaTojIo-

TUH CJIeAyeT TIOMHUTH IIPEXIe BCETO 00 aHEBPU3ME BOC-
XOISIIEeH aopTBl M KOApKTallMd aoOpPThl B TUIIMIHOM
mecTte. ClreyeT Takke IIOMHHUTH O TOM, 9TO CTBOJI JICBOI
KOPOHApHOI apTepuM y TaKWX IAIIMEHTOB KOPOTKUMA
M MOXET OTXOAUTh OT JIETOYHO apTepun [14—16].

ITo HammM HaOMIOAEHUSIM, Y aOCOIOTHOTO OOJIBILIMH-
CTBa TMALIMEHTOB ¢ OMKYCITMIAIBHBIM KJIallaHOM, CTBOPKa
WIA €€ 9acTh, COOTBETCTBYIOIIAs IIPAaBOM KOPOHAPHOIM,
MPaKTUIECKH Bcerma Ha 2—5 MM CMeEIIeHa 110 MeXoKeTy-
IIOYKOBOI TIEpEeropoaKe B CTOPOHY JIEBOTO SKEIyOOYKa:
TaKUM 00pa30M, MEXXITy TMHHUCH (PUKCAIIN 9aCTHU CTBOPKH
n (GUOPO3HBIM KOJBIIOM YacTO BHUOHA Y3Kas ITOJIOCKA
MBIIIEYHOI TKaHM (puc. 5). B Kakoii-To Mepe 3T0 HaIlo-
MWHAET TUCIOKAIINIO 3aTHe-00KOBOM CTBOPKH TPUKYCITH -
IAJIBHOTO KJIallaHa B IIPaBBIl KEIyHOYeK IpU OOJIe3HU
DomreitHa. DTOT (DaKT He ONMCaH B JIMTepaType 1, Ha HaIIl
B3IJISI, TpeOyeT BHUMATETbHOM OIICHKY U U3YICHUS.

CoueraHre OMKYCITUIOAILHONW BaJIbBYJIOIIATUN C aTe-
POCKIIEPO30M M WIIEMUYECKON OO0JIe3HBIO cepala
HE YacToe, HeCMOTPS Ha TO, YTO OOJBIIMHCTBO HAIIUX
MaleHTOB nepenu “pyoexHsrit” mist MBC copokaneT-
Huit Bo3pact. JIuiub y 8,7% nalneHToB ObL1a HEOOXOAM-
MOCTh B BHITIOJTHEHUM a0PTO-KOPOHAPHOTO IITYHTHPOBA-
HUS (M, KaK IIpaBWJIO, HE MHOXKECTBEHHOIO0). BDTO
B KaKOW-TO Mepe COBITaacT C HAIINM WHTYUTUBHBIM
OIIYIIEHUEM, YTO BCE CUCTEMHBIC COCTMHUTEIHHO-TKAH-
HBbIC TUCIUIA3NU W KapIUOMHOIIATUHM HE OYCHB “COBME-
CTUMBI” ¢ CHUCTEMHBIM aTEPOCKICPOTUICCKUM IIPOIIEC-
com [17].

XUpypruaeckoe JICUeHNE ABYXCTBOPUYATOTO aOPTallb-
HOTO TIOPOKAa CepAlia Y B3POCIHBIX B TAKTUICCKOM IIIaHE
0COOBIX TUCKYCCHUI HE BBI3BIBACT: B OTIMUME OT ACTEH,
BOIIPOC O TaKTHKE M METOIMKE OIepaIliy pelIaeTcs 3Ha-
YUTEJTBHO IIPOIIe — aOCOIOTHOE OOIBITMHCTBO MaIllHCH-
TOB HYXIAeTCsl B NIPOTE3MPOBAHUM AOPTAIBLHOTO KJia-
maHa. BeIOop Thma mpoTte3a OTHOCUTCS K 00JIACTH TIpe-
MOYTEHUSI OMEPUPYIOLIETO XUpypra, HO, Kak W Ipu
JII00OM IIPYTOM BMeIIATeNIbCTBE, MBI CUMTacM HEOIIpaB-
ITaHHBIM WCIIOJB30BaHNE OHMOMIPOTE30B Yy ITAIIMCHTOB
mojyoxke 70 yner. B HameM HacTOSIIEM OIBITE YacTOTa
OMOMIPOTE3UPOBAHUST COCTaBmIa Juilib 6,2%. B cBs3u
C TeM, 9TO OMKyCHUOANBHEINA KJIallaH — 3TO COYEeTaHUE
TCHETUYCCKN ITEeTePMUHUPOBAHHON BaJIbBYJIO- U a0PTO-
MaTUM, CYMTaeM WCIIOJIb30BaHME mpoleaypel Pocca
HelenecooOpa3Hoii. Tem ©6oJiee, 4TO peyb B JaHHOM
COOOIIICHNY UACT O B3POCIIBIX MTalleHTAaX.

Bo3spact — 0CHOBHOIT TIPEIUKTOP IIPOTPECCUPOBAHMST
3a001eBaHns. Hapsmy ¢ aHOMaJBHBIMU TeMOIMHAMMYC-
CKHMMM TTIOTOKaMH1 Ha (hYHKIINIO KJIariaHa BIUSIOT CKIepO-
THYECKHE IIPOIIECCHI, XapaKTepHBIC IS JIFOOOTO THUIIA
COCIMHUTETPHO-TKAHHOM JUCITIA3MH: TIPOLIECCHI JUCTPO-
¢um, HepeIKo MepexomsInre B KaTbINMOUKAIIAIO CTBOPOK
(Hambosee yacTo — B 30HE JIOXKHOU Komwmccypsr). [1pm
TaKOM HapyIIeHHOM MOp(dOoreHe3e MOHSITHO M CPOICTBO
C peBMaTHYeCKOl MHMpeKIel 1 MHOEKIIMOHHOM 3HIIO-
KapouToM. B HammeMm oOIBITe NPUYWHHBIE (PAKTOPHI
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IIPOTPECCUPOBAHMS TTOPOKA PACTIONIOXKIUINCH CIICAYIOITM
00pa3oM: MHBOJIIOLMOHHAS JeTeHepamus CTBOpOK, M3,
peBmatusM — 62,3%, 21,7% v 15,9%, cOOTBETCTBEHHO.
CIIOXHBIM M HepelIeHHBIM (C TIO3WIMI BaJIbBYJIOTE-
He3a, MPOTHO3a M O0BbeMa XMPYPIUIECKOTO BMeEIIATEITh-
CTBa) SIBJISICTCSI BOIIPOC O PACIIMPEHUN BOCXOISIICH aOPTHI.
HecmoTpst Ha 0MHO3HAYHOCTh HAa3BAHUSI TIATOJIOTUH, TTAIIH-
€HTHI ¢ OMKYCIMIATBHBIM KJIaIIaHOM He SIBIITIOTCS (DeHOTH -
MUYEeCKU OTHOPOAHON Tpyrroi. [TanyeHTsl ¢ aopTajbHON
HEIOCTaTOYHOCTRIO MMEIOT, KaK IIPaBUJIO, PACIIUPCHHE
BOCXOISIIIIEH AOpTHI BIUIOTH IO aHEBPU3MEL. [larieHTHI
CO CTEHO30M KJlallaHa MOTYT MMETh KaK M30JIMPOBAHHYIO
KJIAITAHHYIO TIATOJIOTHIO, TaK U B COYCTAHUM C “IIOCTCTCHO-
THYeCKUM” pacliupeHneM. PaHbIle Takoe CodYeTaHWe
OITHO3HAYHO TPAKTOBAJIOCh KaK CJICACTBAC TeMOTMHAMMYC-
CKOTO BO3ICHMCTBHUSI YCKOPEHHOTO ITOTOKA KPOBHM Yepe3
CYXCHHBII1 OBYXCTBOpUYaThId KiamaH [18, 19, 2]. OmHako
CETOIMHSI 3Ty KOHIICIIINIO CTOMT IIePeCMOTPETh: Y 3HAYM-
TEJIFHOM YacTH IMALIMEHTOB, NMEIOIINX KPUTHUCCKIIT CTe-
HO3 KJIalaHa, JuaMeTp KOPHS a0pPTHI M BOCXOMISIIIAST a0pTa
OOBIUHBIX pa3MepoB. [eHeTnyeckre M MOPEMOIOrMYECKUE
WCCICIOBAaHNSI CBHICTEIBCTBYIOT O TOM, YTO aHEBPU3MBI
IIpY OBYXCTBOPYATOM KJIallaHE €CTh CJICACTBHEC HapyIleH-
HOTO CTPOEHUSI U IKCIIPECCUU psila T€HOB COOCTBEHHO
AOpTAJIbHOM CTEHKM: CHIDKCHHE KOJTMIecTBa (DHOPIIIIINHA,
¢dparMeHTaLIMS 3TACTMHA, W3MCHCHMWE AKTWBHOCTH MaT-
PUKCHBIX MeTajpionporenHa3 (MMP), ocodbeHHO yBemdae-
HHe akTmBHOCTY MMP2 n dpepmenra TIMPI (TKaHEBOM
WHTHOWTOP KOJIareHasbl), M CHIDKCHHE AaKTHMBHOCTU
MMP1 [5, 20, 21]. EcTb yka3anus Ha TOT (paKT, 4TO OI00-
HBIC UI3MEHEHUST MOTYT SIBJISITHCS CIICACTBIIEM TEeHHBIX MyTa-
LM, TTIO3TOMY IIPEACTABISICT MHTEPEC U3YUdeHHE TTOIMMOP-
¢m3Ma reHOB, KOTUPYIOIINX 3TN OCIKA U PETYIISITOPHl MX
aktuBHOCTHU [22]. MHTepecHo, uTto TeH TIMPI1, Komupyro-
Ui MHTUOUTOp akTuBHOCTM MMP1, nokanuzoBan
Ha X-xpoMocome [23], u ero reHeTudeckas BapuaOeiTb-
HOCTb MOXET OTYACT OOBSICHUTH HaOJIIomaeMoe HaMu
npeobnagaHue 6olbHBIX Myxckoro mnona (3:1). B kierkax
CPEIMHHOIO CJI0S1 BOCXOMSIIEH aOpThl Y OOJBHBIX C IBYX-
CTBOPYATHIM AOPTAJIFHBIM KJIAITAHOM OOHAPYKMBACTCSI
TaKKe CHIDKEHHE BKCIpeccny reHa duopmwomHa (FBNI),
MyTallii B KOTOPOM IIPUBOOAT K cMHApoMy MapdaHa [24].
B ucciienoBanmm Pepe et al. (2014), y 1ByX U3 IeCSITH HEPOI-
CTBCHHBIX ITAIIMCHTOB C JIBYCTBOPYATHIM a0PTATBHBIM Kila-
IMTAHOM M 0e3 XapaKTepHBIX IIPM3HAKOB CHMHApoMa Map-
(ana, ObUM OOHApPYKEHBI MyTallu B FBN I, iprdeM OIvH
13 3THX IMAIIMEHTOB 0KA3aJICSI HOCUTEJIEM Ccpa3y IBYX MyTa-
uumit: p.Arg2726Trp u p.Arg636Gly. ¥V BTOporo mauueHTa
OblTa HaiimeHa 3aMmeHa p.Arg529Gln, mist KOTOpoii paHee
ObITa YCTAaHOBJICHA KOPPEJISIIINS ¢ HEIOTHOM MaHudecTa-
et cuaapoma Mapdana [24]. D™ gaHHBIE TPEACTaB-
JIIOT OOJIBIION WMHTEpeC, OCOOCHHO B CBETC YCITCITHBIX
PaHOOMM3UPOBAHHBIX, IUIALIC00-KOHTPOIMPYEMBIX MYJIb-
tnneHTpoBbIX nccienoBannii COMPARE n AIMS, ceune-
TEJbCTBYIOIINUX 00 3(h(PeKTUBHOCTH OJI0KATOPOB PELIETITO-
poB K anrroTeH3uHy Il (Jto3apraHa m mpOe3apraHa) B mpe-

OOTBpAIlCHUM IIPOTPECCUPOBAHUS MWIATAIIMA AOPTHI
y 0OJIbHBIX ¢ cuHApoMoM Mapdana [25, 26]. Bo3moxHo,
YTO 3TU Tpernaparbl OyayT Takke 3((hEKTUBHBI B MPeIo-
TBpAIeHN! Pa3BUTHS aOPTOIIATUH Y OOJBHBIX CO CXOMHOM
TeHETUYCCKOM IIPUPOIOI IBYXCTBOPYATOTO AOPTATIHHOTO
Kki1anaHa. Ilo-BUOAMMOMY, TATOJOTUS CTPOCHMSI AOPTHI
B COUYCTAHMM C IBYXCTBOpYATHIM AK MOXeT OBITh CBsI3aHa
¢ TIOTMMOPGU3MOM TEHOB U IPYTUX CTPYKTYPHBIX OEIKOB
COCIMHUTEIIBEHOM TKaHU. Tak, B TpyIIIe HMAlliCHTOB C ABY-
CTBOPYATHIM AOPTAJTLHBIM KJIAIIAHOM U aHEBPU3MOI Ipyd-
HOTO OTZIeJIa A0PTHI OBUTA HAlICHBI MyTALIMK B TCHE TITaIKO-
MBIIIIEYHOTO aTb(a-2-aktHa (ACTA2) [5].

[IpencraBiseTcss BEpOATHBIM, YTO MMEHHO TeHETHUIC-
CKHE aHOMAaJINU BeAyT K MAaTOJIOTHICCKOMY MOP(hOTeHE3Y
AOpPTHl W, B YCJIOBUAX HAPYIICHHON TeMOIMHAMUKU
B BBIXOIHOM TPaKTe JIEBOTO XEIyI0UYKa, K IIPOTrPecCUpo-
BaHUWIO IWJIATAllMA BOCXOISIIEH aopThHl BO BpEMEHMU.
WntepecHo, uto u3 82 (39,6%) maimeHTOB B Hallei
cepny HAONIOACHWI C pacIIMpeHUEeM aopThI TOJBKO
Y OTHOTO TIPUIILIOCH TIPOTE3NPOBATh OYTY aOPTHI: y BCEX
OCT&JIbHBIX MPOLIECC OWIATALMA HE PACIPOCTPAHSIICS
Jajblie BOCXOAALIEro OTaeNa.

Poxp HacmeZCTBEeHHON MpPeapacIlONIOXEHHOCTH
B ¢opmupoBaHuu oukycnuganbHoro AoK moarsepxiaa-
eTCA CeMEWHBIMM JaHHBIMU. Y POICTBEHHUKOB IICPBOIA
CTCIICH! POJICTBA MAIIMEHTOB C paHee TMAarHOCTHPOBAH-
HbIM BAK BepossTHOCTH OOHapyXeHUsI TOH Xe MaToJIo-
run coctasisier okono 10%, u no 24% ceMmeil MMeIOT
0oJiee 0OMHOTO 00JBHOTO C OMKYCITMAAIBLHON BaJbByI0Ia-
TUen [5]. bBukycnuaanbHbIA a0OpTaIbHBIN KJ1allaH MOXET
TakKe OBITh YaCThIO HACJIEICTBEHHBIX CUHIPOMOB KakK
MOHOreHHoM (cuHapoM Mapdana, JIptouca-/AuTa), Tak
¥ XpOMOCOMHO# (cmHIpoMm Buibsimca, cuampoM Illepe-
meBckoro-TepHepa) mpuponsl [23]. st ycTaHOBICHMS
JIIOJIM CeMerHBIX (opM B Halleil BHIOOpKE OOJIbLHBIX
HAYaTO KIMHUKO-TeHEaJTOTMIECKOe MCCIIeAOBaHMC.

3aknioyeHne

B 3akimoueHne — OcCHOBHas MHGOPMAIMS O COBpe-
MEHHBIX MCCIEAOBAHUSIX TEHETUYECKMX M MOJIEKYJISIp-
HBIX TIPUYHH, OTBETCTBEHHBIX 32 (POPMUPOBAHUE U ITPO-
rpeccupoBaHKe OUKYCIUAAIBHOIO A0PTaJIbHOTO MOPOKa,
T.K. IMEHHO 3TU Pe3yJbTaThl MOTYT U3MEHUTh BCIO Iapa-
IATMY JICIeOHOTO TIpoIiecca.

dopmupoBaHNe aOpTaIBLHOTO KJTaltlaHa B SMOPHOHAITb-
HOM Iepuoae KOHTPOJIUPYIOT MHOIME CUTHAJIbHBIC ITyTH
¥ TPaHCKPUIILIMOHHBIE (pakTophl. PasBurie cepaa, Kia-
IMAHHOTO aIlapara ¥ MaruCTPaJbHbIX COCYIOB Y YeI0BeKa
mpoucxoauT Ha 2—3 Hemene recramuu. K kKoHmy 2-i
HeJIe I SMOPMOHAIBHOTO Pa3BUTHS B ME30EPME TTOSIBIIS -
JOTCSI CKOIUIEHMSI KIJIETOK, OOpasymollne KpPOBSIHBIE
OCTPOBKH, KOTOPBIE B JAJIBHEIIIEM TTPEBPALLAOTCS B IIEp-
BuuHble cocynbl. Cepilie pa3BUBaeTCsl M3 YABOCHHOM
CKJIAIKK Me30aepMbl. BHauane opMupyloTcst 1Ba caMo-
CTOSITEJIBHBIX 3a4aTKa — IIEPBUYHBIE SHIOKAPAUAIBHBIE
TpyOKu. B nanbHeiieM OHY CIIMBAIOTCS B OAHY ABYXCJIOM-
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HYIO TIEPBUYHYIO CEpICUHYI0 TPYOKY, U3 KOTOPOi (hopMm-
pyloTcs Xeaynodku. JuddepeHiupoBKa cepaeyHoun
TPYOKM TIPOUCXOOUT B YCIOBUSIX MTOBBIIICHHON SKCIIpeC-
CHMU KOMIIOHEHTOB 3KCTPAILCJUTIONISIPHOTO MaTpHUKCca.
Hcxomsa m3 3TOro, MHTEpEC IS M3YYeHMS IMaToreHes3a
IBYXCTBOPYATOTO AOPTAJILHOIO KJIallaHa IIPEACTABIISIIOT
TeHBI, aKTUBHO SKCIPECCHUPYIOIIHECS B 3MOpHOTreHE3e
W peryaupylonye (pyHKIMOHMPOBAHNE KJICTOUHBIX CHT-
HaJIBHBIX IIyTel, mrchdepeHIINPOBKY KIETOK ME3CHXUMBI
W OpraHM3alyi0 BHEKJIETOYHOTO MaTpukca. MHoTHe
W3 HUX, K IPUMEPY, TeHBI TPaHCKPUIIIIMOHHBIX (DAKTOPOB
NOTCH1, GATAS, GATAG6; reunt TGFBRI v TGFBR2, xonu-
pyIOIIME pEeIeNTOPhl TPAHCKPUITIIMOHHEBIX (PaKTOPOB,
HaIpsIMyI0 BOBJICUCHBI B Pa3BUTHC a0OPTAILHOTO KilariaHa
¥ aKTUBHO HCCIemOBaINCh. [10CKONMBKY MyTH 3MOpHOTe-
He3a cepalla M COSTMHUTEIBPHON TKaHW NMEIOT (PMIOTeHEe -
THYECKYIO OOIIHOCTb M PETYIHUPYIOTCS TEePEeKPBhIBAIOIIN-
MWCSI IpYyT C OPYTOM CHTHAJBHBIMM CHUCTEMaMM, POJIb
B (DOPMUPOBAaHNH ABYXCTBOPYATOTO A0PTAJILHOTO KiIariaHa
MOTYT UTpaTh MHOTHE TeHBI TPAHCKPUITLIMOHHEIX ¥ POCTO-
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