Kapauonorus

Tepanus
®yHKLUMOHaIbHas

W nyyeBas AMarHOCTUKa

BI3C
BbuonuoTteKa
Bpava-cneuymuanucta

A.C. Pynon, A.A. boBa,
T.A. Hexanymk

[eHeTn4yecKkue
aopTonaTuu

N CTPYKTYPHbIE
aHoManuu cepaua

. M3OATENbLCKAS FPYMMNA
«r90TAP-Meana»
2017




[naBa 1

061iue nogXofb! H MPHHLMNI

[Tpu moxbope U M3NOXEHUU MATEPUATIOB Mbl CTPEMUWIUCH
PYKOBOJCTBOBATHCS MPUHUMUIIAMU, MPEABABISIEMBIMUA K KIIU-
HUYECKUM PYKOBOICTBAM 3KCIIEPTAMU DPA3JIMYHBIX KapAuo-
JIOTUYECKUX OOIIEeCTB, OOIIE KOHEUYHOW UEIbI0 KOTOPBIX
SBJISIETCA COBEPLUEHCTBOBAHUE KIMHUYECKON TPAKTUKU U
MOBBILIEHUE KAayeCTBA MEIULMHCKOW MOMOIUM IalUEHTaM
Kapauojornyeckoro npogussi. BeipabotaHHble MHEHUS TTPU-
3BaHbl CIYXKUTb OPUEHTUPOM LIS TPAKTUYECKUX Bpadyeill B
BOIpocax NPoPUIAKTUKHU, TUATHOCTUKY U JICUEHUsI CEPIEIHO-
COCYIIUCTBIX 3a00JI€BAHUI C TIPUHSITUEM ONTUMAIbHBIX KITUHU-
YECKUX PELIEHU I, OCHOBAaHHBIX HA TIPUHLIMIIAX AOKA3ATEIbHOMN
MeauuuHbl (Tabda. 1.1 u 1.2)"

1.1. ONPEAENEHUA N TEPMWUHOJOINA

HHCT — rereporenHast rpymma 3a0ojieBaHMII, 00yCIIOB-
JIEHHbIX TeHEeTUYeCKUMU NedeKkTaMu CHHTe3a W/Uu pacrana
0CJIKOB BHEKJICTOYHOTO MaTpuKca MO0 HapyIICHUSIMU MOP-
¢orenesa coequHuteabHol TKaHu (CT). B Hacrosiiiee Bpemsi
ormcano 6osee 250 cuaapomoB HHCT [1].

! http://www.scardio.ru/rekomendacii/rekomendacii_rko/polozhenie
o_nacionalnyh_klinicheskih rekomendaciyah.
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Taomuma 1.1. Kinacchl pekomeHaammit

Knacc Onpepenenne Mpeanaraemas
pexkomeHpauui thopmynuposka

Kuacc 1 [laHHble n/unu Bceobluee cornacue, Y10 KOHKPETHbIN PekomeHgyertcs/no-
METOA NeYeHns unu npoLeaypa nonestbl, P ekTns- KasaH
Hbl, UMEIKOT NPEMMYLLECTBA

Knace 11 MpoTnBoOpeyunBbIe JaHHbIE /WU PACXOXK/AEHNE MHEHWIE 0 N0Nb3e/3PdeKTUBHO-
CTV KOHKPETHOTO METO/A NIeYEHUS NN MPOLeLypbI

Knacc Ila BONbLIMHCTBO AAHHBIX/MHEHUIA CBUETENLCTBYET O Llenecoo6pasHo npu-
nonb3e/ 3P MEKTUBHOCTH MEHATb

Kunacce ITb [laHHbIe/MHEHMS He CTONb YOeanTeNbHO CBUETENb- Mo>HO npuMeHsTb
CTBYIOT 0 N0Nb36/3hPEKTUBHOCTI

Kuacc 111 [anHble n/unu BceobLLee cornacue, YT0 KOHKPETHBbII He pekomeHayeTcs
METOA NeYeHns unm npoLeaypa He SBAAIOTCS NONe3Hbl-
MU Ui 3PEKTUBHBIMY, @ B HEKOTOPbIX CAy4asx MOryT
NPUHOCUTb BPES

Taomuna 1.2. YpoBHU 10Ka3aTeIbHOCTH

YpoBeHb XapakrepucTuka
A0Ka3aTenbHoCTH

A [aHHble MHOTO4MCNEHHbIX PAHAOMWU3NPOBAHHbIX KNMHUYECKUX NCCefO0BAHNIA UK
MeTaaHanu3oB

B [laHHble 0AHOTO PaHAOMU3NPOBAHHOTO KNMHUYECKOTO UCCNeA0BaHIS UK Kpyn-
HbIX HePaHAOMM3MPOBAHHbIX UCCNEA0BaHMI

C CornacoBaHHOe MHeHMe 3KCNepTOB W/unu HebOMbLUNE NCCNEA0BaHNS, PETPOCTEK-
TUBHbIE UCCNEA0BAHWSA, PETUCTPbI

Bhiensiior cCMHIAPOMHBIE MOHOTEHHBIE (OPMBI C COIJTaCOBAaHHBIMU
KPUTEPUSIMU U HECUHIPOMHBIC (DOPMBI MYJIbTHU(PAKTOPUATBEHON TPUPOIEI
(puc. 1.1).

[ToMuMO TpaAUIIMOHHO CJIOXMUBIINXCS ITOIXOAOB C BBIICICHUEM TPEX
Kjnaccuueckux ¢eHOTUnoB [MapdaHOMOJOOHBIN, 3JIEpCONOAO0OHBIN U
Heknaccudunupyemblii]| (cm. puc. 1.1), HEKOTOpbIe aBTOPBI paccMaTpu-
BaloT MappaHOUAHYIO BHEIIHOCTh [2, 3]. [unepmMoOuabHbIi (heHOTUT B
HacTosIIee BpeMs HE BBIASASICTCS M COOTHOCUTCSI C MOHOTCHHBIM CHHII-
pOMOM.
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HACNEACTBEHHbIE HAPYLWEHUA

COEAVHUTESNIbHOMN TKAHU
| | .
MOHOIEHHbIE MYNIBTU®AKTOPUATIBHBIE
HACNEOCTBEHHbLIE CUMHOPOMbI HECWHOPOMHBIE ®OPMbI
C COrJIACOBAHHbIMW )
KPUTEPUSAMU L|
\_| MAP®AHOMOLOOBHLI
™ DOEHOTUN
Cvrppom Mapdara SNEPCOMOAOBHbLIN
(FeHTckmne kputepun Loeys A. et al.,, 2010) GEHOTUN
CuHpgpom Onepca—[annoca -
(Villefranche criteria, Beighton P. et al., 1998) qH)EEﬁJ('I)q_(IJA([J_IVIGDVILlI/IPVEMbIVI
CvHAPOM rMnepmMobubHOCTY CYyCTaBOB )

(Brighton-Grahame criteria, 2000)
HecoBepLueHHbIN ocTeoreHes
[Mponanc MuTpanbHOro knanaHa
CeMeWHbIN CUHAPOM MapdaHoNaHOM
BHELLHOCTW (cvH.: Loeys-Dietz syndrome,
type 2B — kpuTepun Loeys B.L., 2005)
Mass-cuHgpom u np.

- J

Puc. 1.1. CoBpeMeHHBIC MPEACTABICHUSI O CTPYKTYPE HACIEACTBCHHBIX HApYIIECHUI
COEIMHUTEILHOI TKaHU

HacaencrBenHbie MOHOTEHHBIE CHHIPOMbI — YCTOMYMBBIE CUMIITOMOKOM-
MJIEKCHI, PAa3BUBAIOIIUECS B Pe3ybTaTe T€HETUYECKUX M3MEHEHUI (MyTa-
LIMi1) B ONIpeIeIeHHOM TeHe U Mepenatolecs B COOTBETCTBUM € 3aKOHAMMU
MEH/IeJIEBCKOTO HACIEeJOBAHUSI.

Mucnnazuu, wim mHorogakropubie Hapymenussi CT — o510 ximHuUYe-
CKHU TeTeporeHHas rpynmna 3a0ojieBaHWil, 00yCIOBJIEHHBIX MEPBUYHBIMU
(reHeTMYeCKMMU) WJIM BTOPUYHBIMM (HETCHETUYECKMMM) HapyLICHUSIMU
CHHTe3a M/WIK pacraga 0e1KOB COeNMHUTENbHOM TKAHU U KOMIIOHEHTOB
BHEKJIETOYHOTO MaTpUKca, MOJUTeHHON MHOTO(GaKTOPHOI TTPUPOIBI, 00b-
elMHEHHAasl B EHOTUIIBI HA OCHOBE OOLIHOCTM BHELIHUX M/WIU BHUCLE-
paJIbHBIX MPU3HAKOB.

[Topok pa3BuUTUSI — OTKJIOHEHWE OpraHa OT HOPMAaJIbHOTO aHATOMU-
YeCKOro CTPOEHUsI, MPUBOJSIICe K KIMHUYECKU 3HAUMMbBIM HapyLIEHUSIM
dynkiuu. ITopoku pa3BuTUs HAOMIONAIOT KaK CaAMOCTOSITEIbHbIE HO30J10-
rudeckue GopMbl U B COYETAHUM C APYTMMU TIPU3HAKAMU CUCTEMHOI'O BO-
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BreueHus coequHUTeNbHON TKaHU (CBCT) mmpn MOHOTEHHBIX CHHIPOMAX
HHCT.

Maitple aHOMaJIMA Pa3BUTHSI — HACJCIyeMbIe WU BPOXICHHBIC OTKIIO-
HEHUsI OT HOPMaJIbHOI'O aHATOMUYECKOr0 CTPOSHMST OPraHOB, HE CBSI3aHHBIE
C aHATOMO-(U3NOJIOTUIECCKUMH OCOOCHHOCTSIMM JIETCKOTO BO3pacTa, IpU
OIpENEICHHBIX YCIOBUSX MPUBOISIIKME K HapylieHuo ¢pyHKimu. K BHem-
HUM MaJIBIM aHOMAaJIUSIM Pa3BUTHSI OTHOCST aHOMAJIUM Pa3BUTHUS — KOCTHO-
CKeJIETHbIE, MBIIIIEYHBIC, DKTOIEPMaJIbHbIE; K BUCIIEPAIbBHBIM — U3MEHEHUS
CTPOCHMSI OpTaHa 3PEHUSI, CEPACTHO-COCYIUCTOM 1 peCITUPATOPHON CUCTE-
MBI, OPTaHOB OPIOIIHOM ITOJIOCTH, MOYEBBIACIUTEILHOM U PEITPOIYKTUBHOI
CHCTEM.

Mauble (CTPYKTYpHBIE) aHOMAJUU CEpAlA SIBISIIOTCS MPOSIBICHUEM
MaJIbIX aHOMAJIMA Pa3BUTHS CO CTOPOHBI CEPACUHO-COCYIANCTON CUCTEMBI

[2].

1.2. IPOBJIEMHBIE U AKTYAJIbHbIE BOMPOCbI

3a mocnemHue 10 JeT CylIecTBEHHO YBEIWNUMIOCHh KOJIMYECTBO JaHHBIX
0 HOBBIX TEPANIEBTUYECKUX, IHIOBACKYISIPHBIX U XMPYPTUUECKUX MOIXOAAX
K JICUeHMIO aHeBpU3M TpyaHOil aopThl (AI'A) [3]. Ycmexu reHeTHIeCcKUX
WCCJEeNOBaHUI, JOCTUTHYTHIE 3a TMOCIEAHWE Tronbl B 00JaCTH KapAuoso-
YUY, TIOMOTJI JIy4llle BBISICHUTh TEHOMUKY U HacjieqoBaHue 3a00eBaHUit
TPYIHOW aopThl, MPUBEIN K HOBOMY MOHUMAHUIO KJIACCUYECKOW MOIEIN
HHCT — cunnpoma Mapdana (MC) 1 cBsI3aHHBIX ¢ HUM MapdaHOITo-
no6HbIX (Mafan-like, ovelap) GeHOTUIIOB/COCTOSTHUIA, CMECTUB aKIIEHT C
reMOIVMHAMUKN Ha MOJIEKYJISIpHYIO Ouosoruto [4]. Pacmmpenue obiactu
MPUMEHEHUSI METUIIMHCKOW TE€HETUKM a0 BO3MOXHOCTb B3IJISTHYTh Ha
nmpodsemy AI'A 1 TakTHKHU ee JedeHusl mo-HoBoMy. Oco00ro BHUMAHMUS
TPEOYIOT aHEBPU3MBI TPYIHOTO, U B YACTHOCTU BOCXOJSIIETO, OTIENa a0p-
ThI, KOTOPBIE y JINI MOJIOJOTO BO3PACTa MOYTHU B AOCOIOTHOM CJTydae siBJIsi-
FOTCSI TEHETUYECKH O0YCIIOBJIEHHBIMU.

HacnencrBeHHble aHeBpU3MBbI TTOPA3ALISIIOTCS HAa ABE OOJIbIIINE KATeTro-
pUN: CUHIPOMHBIE, KOTOPHIE ACCOLMMPOBAHBI C CUHAPOMHBIMU (hopMamMu
HHCT, u HecmHApOMHBIE, IIPU KOTOPBIX A0PTa IMTOpakaeTcs M30JIMPOBaHHO,
He UMesT YeTKO 0003HAYEHHBIX KIIMHUYECKNX XapaKTePUCTHUK.

[MpencrasnsieTcst akTyaabHBIM pacCMOTPEHKE BOIIPOCA O TOM, KaK reHe-
TUYECKMEe MyTallMi B KOMITAPTMEHTE SKCTPAISJIIIOISIPHOIO MaTpUKCa WUIn
M3MEHEHUS er0 TOMEOCTa3a MPUBOMIST K aHEBPU3ME/PACCIOEHUIO TPYIHOM
aoptel (APT'A). K npumepy, Ha cCOBpeMEHHOM 3Tare MpoaeMOHCTPUPOBAHO
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BoBJieueHUe TpaHchopmupytoiero dakropa pocra 3 (TGF-B) B matoreHnes
HacyeacTBeHHbIX AT'A, 4yTo npegomnpenensieT NOTeHIUal HOBBIX TEPATIEBTH-
yeckux crpareruit. [llupoko BHeApsieTcs B TeparneBTUUYECKYIO TAKTUKY HUC-
MoJb30BaHUE B-aapeHOOIOKATOPOB, MHTUOUTOPOB PEHUH-AaHTUOTEH3UH-
anproctepoHoBoii cuctembl (PAAC), Hanpumep caprtaHoB. B ugactHocTH,
paccMaTpuBaeTCsl BO3MOXHAsI M0JIb3a OT IOMOTHUTEIbHOTO HAa3HAUEHUS aH-
TaroHUcToB perentopoB | Tuna anrnorensuna II (APA) — noszaprana, Bo-
BJIEYEHHBIX B OOIIIME MYTU TPAHCAYKIIMU BHEKJIETOYHBIX CUTHAJIOB OT TAaKUX
nurannoB, Kak TGF-B u anrnorensun 11 — menuarop mporpeccupoBaHus
aHEeBPU3MbI a0pThI [5—7].

o HacTosiIero BpeMeHU pacIlIMpeHnue BOCXOSIIETo OTAe]a aOpTHI,
KaK U ee CTeHO3, NP IBYCTBOpYATOM aopTajbHOM KianaHe (JJAK) mMHo-
TMMU KapauojoramMu, BpauamMu (pyHKIIMOHATBLHONW NMAarHOCTUKU HE pac-
CMaTpUBAIOTCSI C MO3ULIUI COYETAHHOW BPOXIEHHOU MaTOJOrMu, a pac-
LIECHUBAIOTCS KaK M30JIMPOBAHHBIN MOpoK cepana. Kak cieacrsue — Ha
MPaKTUKE OTCYTCTBYET OIpeNeIeHHAass HACTOPOXKEHHOCTh B OTHOLIEHUU
BEPOSITHOTO paclIMpeHus TpyAHOU aopTsl Tipu BeisiBieHun JAK. Kpome
TOr0, aCCOUMMPOBAHHOE paciiMpeHue Bocxonsieil aoptel npu JAK B
HacTosIIIee BpeMs IPUHSTO pacCMaTpUBaTh KaK OTAeIbHOE 3a00ieBaHuE,
“Melollee TeHETUYECKYIO NTETEPMUHUPOBAHHOCTh U CBOW MHIWBUAYaJb-
HbBII TIporHo3 nporHo3s [3, 8]. He ciayuaitHo kputepuu, peKoMeHIyeMble
B HAcCTOsIIlIeE BpeMs K IPUMEHEHUIO JJIsT OTIpeeICHUS MOKa3aHUM K Xu-
pypruyeckKomMy JISUeHUIO JaHHOU KaTeropuu NalmeHToB, 0oJiee XXKeCTKue,
YyeM MPU aHEBPU3MaX BOCXOASIIEN a0PThI C TPEXCTBOPYATHIM Aa0PTaTbHbBIM
kinanaHom. Ilpobnema accouummpoBaHHoro ¢ JIAK pacuimpeHus aoptsl
paccMOTpeHa C pa3UYHbIX TOUYEK 3PEHUsI, OTPAXKEHHBIX B €BPOMENCKUX,
aMEepPUKAHCKUX M OTEUYECTBEHHBIX PYKOBOICTBAxX, C BhIHECEHUEM 0000-
IIEHHBIX KJIIOYEBBIX MOJOXEHWI, HalpaBJIeHHbIX Ha yJAy4yllIEHUE OKa3a-
HUS TTOMOIIM JAHHOW KaTEeTOPUM TMALMEHTOB C MO3UIIUU KapauoJora 1
KapAUOXupypra.

Haubonee mmpoko npuHsTOE ONpeieeHNe «Majible aHOMaJINK CEepIia»
(MAC) — HacaedcmeerHO 00yCa061eHHbIE UAU 8POICOCHHbIE CIPYKMYDPHbIE U3-
MeHeHUs KAananHo2o annapama cepoya u (Uau) eco coeOuHUmeabHOMKAaHHO20
Kapkaca, 6Ka104as MazucmpanbHole cocyobl, 8 Ude panu4HbIX AHAMOMUYECKUX
AHOMANULL, He CONpPoBoNCOAIOUUECs 2eMOOUHAMUYECKU 2pYObIMU U KAUHUYECKU
3HauumbIMu Hapyuernuamu [9].

Onnu uccnenoBaten K MAC MpUUYUCISIIOT JTI00bIe aHOMAJTUH, BBISIBIISIC-
Mbl€ TP MOP(OTOTMYECKOM HCCIeN0BaHNHN, Apyrue paccmaTpuBaioT MAC
KaK KJIMHUKO-3XOKapanorpachuieckoe MOHSATAE, BKIIIOUAI0Iee UMEHHO Te
AHOMAJIUM, KOTOPBIE YAAETCS BBISIBUTH MPUXU3HEHHO B MPOILIECCE MOJUIIO-
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s3unimoHHoro ucciaenoBanus Ha OxoKI (I'mycaes C.®D., benozepos H0.M.,
1997).

He orpuias akryansHoCcTH TepmuHa u onpeneneHuss MAC, Henb3st He
OTMETUTb IUCKYTaA0EIbHOCTU OTACIbHBIX MOJOXEHUN — «KJIMHUYECKU 3HA-
YUMOE HapyIICHHE», «TPyOblc HAPYIICHUS TeMOIMHAMUKM», KOTOPBIC HE
BIOJIHE COOTBETCTBYIOT COBPEMEHHON MEXIYHApPOIHON TEPMUHOJOIUU.
B anrnoszeranoit murepatype tTepMmud MAC He nCTIoNb3yeTcsl Kak eInHOe
MOHSTUE, TMO3BOJISIONIEe OObEAMHUTh BCE TeMOAMHAMUYECKA MaIO3HAUM-
Mbl€ aHOMAaJIMM COEAMHUTEIbHOTKAHHOTO KapKaca M KJIalaHHOTO arapa-
Ta cepaua. Haubosee yacto mpuMeEHSIIOTCSI TEPMUHBI cardiac abnormalities,
structural heart anomalies, cardiac anomalies, morphological abnormalities n
structural cardiac abnormalities. Ho3onornyecku 3To B 00JIbIIUHCTBE C1y4YaeB
aHeBpu3Ma MexIipeacepaHoit neperopoaku (AMIIIT), OO0, yminHeHHBII
eBctaxueB kiamnaH (EK), cetb Kuapu, sBropuunsiii AMIIIT u nponanc mu-
TpasibHOTO Kinanana (ITMK).

Mbl MOCUMUTAIM BO3MOXHBIM Hcroab3oBaTh TepMuH CAC kKak Oosee
001N, TTO3BOJISIONINI M30eXaTh OTPAHUYCHUI, UMEIOIIUXCS B OTpeesie-
Huu MAC, aklIeHTUPYsI OCHOBHOE BHUMaHUE Ha TOKa3aHHOM KJIMHUYECKOM
3HAYMMOCTH TOU WJIM MHOW aHOMAJIbHOIM BHYTPUCEPIACIYHOM CTPYKTYPHI, UYTO
onpenenaunso nepeueHb oocyxnaeMbix CAC.

[Tpumepom moxet cinyxuth [IMK, KoTOpbIli 000CHOBAHHO MOXET OBITh
otHeceH K CAC. Bmecrte ¢ Tem B kauectBe MAC TIMK paccmatpuBaeTcs
KaK IUarHo3 npu uckimodeHnn KinaccupnunpyemMbix HHCT u mepBuaHoro
CEMEIHOIro0 MHKCOMAaTO3HOro/HemukcomaTo3Horo ITMK mipu ompeneieH-
HBIX 3XOKapauorpapuuecKux mapaMeTpax (IMorpaHNIHOE TIpoIabupoBaHUe
CTBOPOK 0€e3 ux yronueHus: u 3Haunumoint MP). B to ke Bpemst [IMK B kaue-
ctBe MAC Hepeako COIPOBOXIACT APYrue KiaccupUIIMpyeMble 1 HEKIac-
cuduLMpyeMble TUCILIACTUYECKUE CUHAPOMBI.

JomoTHUTETBHBIN HIOAHC — 3TO BO3MOXHOCTH TPOTPECCUPOBAHUS C
Bo3pacToM HcxonHo He3dHauumoro IIMK. HMcxomst u3 BblllleCKa3aHHOTO,
paccmotpenue [TMK B cooTBeTcTByIOIIEeM pasiesie U3AaHUS BO BCEX BO3-
MOXHBIX MPOSIBJICHUSIX HE MIPOTUBOPEUUT MOCTABICHHBIM LICJISIM.

Eme onuH oTkpwITHIE Bomipoc — 3T0 Kinaccupukaums CAC. Crneny-
€T KOHCTaTUPOBaTh, YTO COBPEMEHHBI YyPOBEHb 3HAHMUII HE IMO3BOJISIET
MOJIHOCTHIO CTPYKTypupoBath kiaccudukamnuio CAC. [lepBeie onucanus
MpuHagiexaT narojoroaHaroMmaM. OQHAKO TOTYOK K U3YUYEHUIO KJIMHU-
YeCcKOUW 3HAUMMOCTU MOP(OJOTUUECKUX OTKJIIOHEHUI B pa3BUTUU CEPJI-
11a ¥ aOpThl CBSI3aH C IIMPOKUM BHEAPEHMEM B KJIMHUYECKYIO MPAKTUKY
axokKapauorpaduu u akTuBHbIM n3ydyeHueMm mnpodiemsr HHCT. Ceron-
HSIIHYE HaKOTJIEHHbIE 3HAHUSI — 3TO Pe3yJbTaT HAYYHbIX UCCeTOBaHUI
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KJIMHUIIUCTOB, CTICIIMAJIMCTOB 110 COHOTpacdun, TaTOMOpGhOJOTOB U TeHEe-
TUKOB.

[MepBas knaccudpukanust MAC, ocHoBaHHas Ha naHHbIX OX0KI', Obuta
npemioxeHa C.®@. 'nycaessiM 1 FO0.M. Beno3epoBbiM B 1997 r. OHa BKIIIO-
yajna 29 aHoMmanuii, KOTOpbIe ObLIN pacIpeaeeHbl TPEUMYIIIECTBEHHO T10
aHATOMWYECKOMY MPHUHIMUITY. B mocneayroieM Takoil aHATOMUYECKUI
TOJXO/T TIOABEPICSl KPUTUKE, HO Y MHbBIE TOMOJHEHUS K KJIacCu(UKaIIUN,
K nipuMepy rpaganus MAC 1o 3TUOJOIMU, HE MPYXKUINUChH B KIMHUYECKOM
MIpaKkTUKeE.

BMmecTte ¢ Tem, paboTtas Hag MaTepuajaoM U CTaBsl BO IJIaBYy yIjla KIWHU-
yeckoe 3HadeHue Toil wim nHoit CAC, MBI NIPUIILIN K BBIBOIY, YTO B psile
ciydyaeB oO0benuHeHue orpaHudyeHHoro yucia CAC BO3MOXHO MO aHATO-
MHUUYECKOMY, THUOJOTUYECKOMY TIPUHIIUITY U OJHOTUITHOCTH KJIMHUYECKUX
ocioxHeHuit. [ToaToMy 66111 BblAeIeHbI npedceponvie CAC — AMIIII, OOO,
EK, cemb Kuapu, omoeabno — npoaancel KAananog u acummempus mpexcmaeop-
yamoeo aopmanwvrHoeo kaanana (ATAK). HecoMHeHHO, UTO B Ipoliecce Aaib-
HeWIMIA HayYHBIX MCCIIEAOBAHUI M HAKOIUJICHUS NAHHBIX 3TOT TEpeuyeHb
OyAeT paclIMpsIThCS U JOIOJHSITHCS, OCOOEHHO C YYETOM IIporpecca BU3ya-
JIM3aMOHHBIX TEXHOJIOTHA.

CoBepllleHCTBOBaHME 3XoKapauorpaduyeckoit TMarHoCTUKU, a TaKxke
MPOBeNeHNE MHOTOLIEHTPOBBIX MCCIAEAOBAHUIN JOJKHBI CITOCOOCTBOBATH
BbIPAOOTKE €AMHOI0 MHEHUS MO 3XOKapAuorpahuyecKuM KpUTEPUSIM TOM
unu nHoit CAC. IMpumepom CAC, nmeBIeit caMmble pa3IMuHbIe KOJUYe-
CTBeHHbIe mapaMeTphl, aBisgercss AMIII. AnanoruyHas cuTyalus KacaeT-
cs pa3Hopeunii B crpatudukanuu pucka npu CAC. Tak, kapanoTpombo-
aMbosimyeckue ocaoxxHeHus xapakTepHbl 111 OO0, AMIIII, cetu Kuapu.
OpHako 9acToTa 3TUX OCJIOKHEHWH M JoKazaTeslbHasl 0a3a CyIIeCTBEHHO
pa3auyaroTcs.

O0ocHOBaHHBIN MHTEpPEC MpPeACcTaBiIsieT pa3padborka mpoodsemsl ATAK,
KOTOPBIN yke JOCTaTOYHO OOOCHOBAaHHO MOXHO paccMaTpuBaTh Kak Mpe-
JMIMKTOP PAaHHETO CKJIepoTniecKoro nmopaxeHus: AoK, uto oTkpbiBaeT HOBOE
HaIpaBJICeHUE B PELIEHUU STOU CIOXKHOU MPOOIEMBI.

AHann3 UMEININXCS TaHHBIX YKa3bIBA€T HA HEOOXOAMMOCTh pa3rpa-
Hu4eHUs nepevyHs (knaccudukaumu) MAC y neteit U B3pocabix, TaK Kak
HekoTopwie U3 HuX (Hanpumep, OO0, EK) paciienuBatotcst 1o omnpene-
JICHHOTO BO3pacTa KaK BapuaHT HOPMbI I€TCKOro OpraHu3Ma, HO, coxpa-
HSISICh B 3pEJIOM BO3PACTE, MOTYT UMETh 3HAUMMbIe KITUHUUYECKUE TTPOSTB-
JICHUS.

YuureiBasg uMmeromnecs: HallMOHAJIbHBIE PEKOMEHIAIMM, BOTIPOCH 00-
weit guarHoctuku HHCT B naHHOM M3maHuu He oOcykaaiauchk. Bmecte ¢
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TEeM, paccMaTpuBasl YaCTHBIC BOIIPOCHI KapIMOJOTUYCCKUX U COCYOUCTBIX
Mpo0seM, Mbl UCXOIUIU U3 CUCTEMHOCTU TopaxeHus CT u oO1ux rnarore-
HETUICCKUX MEXaHN3MOB Pa3BUTHSI 3TOM ITATOJIOTHH.

Ha ceronHsiHuit neHb He IPEACTaBASIETCS BO3MOXHBIM OMTHO3HAYHO OT-
BETUTH B KaXKIOU KIMHUICCKON CUTYallMd, UMEEM MEI IEJIO C M30JIMPOBaH-
Hoit CAC wiu cieactsueM cucremMHoro aedekra CT (HacieayeMble MOHO-
TeHHBIC 3a00JeBaHUS WX 3a00JIeBaHUS MYJIbTU(AKTOPUATHHOU ITPUPOIHI).
Het BO3MOXHOCTH T€HETUUYECKOIO TUMMMPOBAHUS KaXKI0M HO30JOTMYECKOM
equHUIIEL. BMecTe ¢ TeM HakonmBIIasics MH(POPMAIIUS O CAMOCTOSITEIHbHOM
kauHuvyeckom 3HadyeHuu psaga CAC tpebyeT K cebe MpUCcTaibHOIO BHUMA-
HHSI CO CTOPOHBI TTPAKTUKYIOIINX Bpadeil BHE 3aBUCHMMOCTHU OT TOTO, BhIpa-
JK€Ha WM HeT CUCTEMHOCTb mopaxeHus. C Apyroil CTOPOHBI, BbISIBICHUE
omnpeneneHHBIX CAC He TOKHO paccMaTpUBaThCs KaK 3XOKapauorpadmie-
CKasl HaxoJ/lKa; OHO TpeOyeT OLIEHKHU MallMeHTa C MO3ULMi uMerommxcs de-
Hotunmaeckux kpurepueB HHCT mia cBoeBpeMeHHOI TMAarHOCTUKY OTIpe-
neneHHbix HHCT, npu HekoTopbix u3 KoTopbix TeueHne CAC nmeeT OoJiee
HEOJIaroTpUSITHBIN TTPOTHO3.

Takum o6pa3zoM, onupasiCb Ha OIbIT POCCUMCKUX KOJIJIET, Mbl IOCTapa-
JIUCh OOOOIIUTh aHANU3 3apyO0eXHOU JUTEpaTyphl MOCIEIHUX 5 JIeT, Npu-
OJIM3UTH Y UHTEIPUPOBATh NaHHbIC MCCAEAOBAHUI 3apyOCXKHBIX LIEHTPOB B
OTCUYECTBEHHYIO ITPAKTUICCKYIO ACITCIBHOCTb.

1.3. OCHOBHbIE INTEPATYPHbIE UCTO4YHUKK

1t HarmcaHWsT PYKOBOACTBA MCITOJIB30BAIMCh CIICAYIONIE OCHOBHBIC
MyO KAy,

1. PykoBOICTBO MO AMAarHOCTUKE U JIEUEHUIO 3a0osieBaHUit aopThl EBpo-
neiickoro obiectna Kapauosnoros 2014 r. [3].

2. PykoBoasiuue npuHuumnbsl OxoKI-ouenku JIMIIIT u oBaabHOro oKHa
AMepHKaHCKOTO OO0IlecTBa 3XOKapauorpachuu 1 o0IIecTBa cepacyHOl aH-
ruorpacduu u uHTepBeHuui 2015 r. [10].

3. PykoBoaCTBO MO BeIeHUIO MALIMEHTOB ¢ KJIATTaHHBIMU 3a00JIeBAHUSIMU
cepaua AMEpUKaHCKOM KOJUIETMM KapJuOJ0roB 1 AMEpUKaHCKOM acconua-
iu cepaua 2014 r. [8].

4. PyKOBOJICTBO I10 JICUEHUIO KJIalTaHHBIX 3a00J1eBaHuii cepaiia EBporreii-
CKOro o01IecTBa KapanoaoroB / EBporeiickoil accolmanmuyu KapauoTopa-
KanbHoO# xupyprum 2012 r. [11].

5. PekomeHnpanuu mo sxokapauorpadpuyeckoii oleHKe CTPYKTYp cepaLa
Y B3pOCJIBbIX: OOHOBJIEHHAsT MH(GOpMalis AMEpUKaHCKOT0 00IIIeCcTBa 0 9X0-
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Kapauorpacduu n EBporneiicKkoil accolmainy cepaeaIHO-COCyIUCTON BU3ya-
quzauuu 2015 r. [12].

6. PykoBOICTBO 110 KapauaabHOU COHOrpacduu Ipu BBIITOJIHEHUN KOH-
TPacTHOIO MCCJienoBaHus, cpOKyCMpOBaHHOE Ha OOHOBJIIEHUS AMEpPUKaH-
CKOTO 0obmIecTBa 1o axokapauorpaguu 2014 1. [13].

7. PYKOBOJICTBO I10 TMarHOCTUKE U JICYCHUIO OOJIbHBIX C 3a00JI¢BAaHUSIMU
rpynHoit aoptel 2010 1. [14]

8. MexayHapoaHble peKOMeHJalMK JUMarHOCTUKY cUuHApoMa MapdgaHa —
I'enrckue kpurepuu (B pesusuu 2010 1.) [15].

9. BepiuHcKast HO30J10THsI HACJICACTBEHHBIX HapYIIEHUI COeIUHUTEIb-
Hoii TkaHu 1988 r. [16].

10. MexnyHapoaHble peKOMEeHIAalluM TUarHOCTUKU CUHApoOMa Diepca—
Hannoca — Buisdpanmickue kputepuu 1998 r. [17].

11. MexnyHaponHble peKOMEHIAIUY TMaTHOCTUKYA CUHIPOMa TUIIEPMO-
ounbHOCTHU cycTaBoB — bpailitonckue kputepuu 1998 r. ¢ mocnenyronieit nx
pesusueit R. Graham (2000) [18].

12. HacmeacTBeHHBIE HApYIICHUS COCAMHUTEIbHON TKAHU B KapaHOJIO-
ruu. JInarHoctuka u jeuyeHue. Poccuiickue pekomeHgauuu (I mepecMotp)
2012 r. PazpaboTaHbl KOMUTETOM 3KCIIEPTOB CEKINHU «JIMCTUTa3NM COeIMHM -
TeJbHOI TKaHu cepaua»» OI'BY OICKD nm. akagemnka B.A. Ai1MasoBa
nipu Poccuiickom kapauosornueckom oobmiectse [19].

13. HammoHanbHble pekoMeHaauuu Poccuiickoro HaydYHOro MeaulIMH-
CKOTO 0O0IlecTBa TEParieBTOB 110 AUATHOCTHUKE, JICUCHUIO U PeadMINTALINN
MalKEeHTOB ¢ AUCIUIA3USIMU COeIMHUTEIbHOM TKaHu 2016 r. PaspaboTtaHsl
TPYTION CIIENMATNCTOB CEKIINU «/[MCTUIa3nm COeAMHUTENbHOM TKaHW» TIPU
PHMOT [20].

14. HacnencTBeHHBIE U MHOTO(AKTOPHBIC HAPYIICHUST COCTUHUTETb-
HOI TKaHU y AeTeid. AJITOpUTMBI TMarHocTuku. TakTuka BeneHus. I[1poekT
pocCcUiicKNX peKoMeHmanuii. Pa3paboTaH KOMWUTETOM 3KCIEPTOB IICOM-
aTpuyeckoil rpymnnbl «/lucriasust coeauHuTeNlbHON TKaHu» npu PHOT,
2015 1. [21].

15. IMonuopraHHbie HapyLIEHUS TTPY AUCILIA3USIX COSAMHUTEIbHOM TKa-
HU y AeTeit. AITOpUTMBI TMAarHOCTUKY M CTaHAapTHl BeaeHus. YacTs 2. Pas-
paboTaHbl KOMUTETOM SKCIEPTOB MeAUaTPUICCKOM TPYIIIbI «JlMCIUIa3us co-
enuHuTebHOU TKaHm» ipu PHOT, 2015 1. [22].

16. Benopycckue HalMOHAbHbIE KJIMHUYECKHE peKoMeHaauu «duar-
HOCTHKA U JICUCHNE HACJIEICTBEHHBIX M MYJIbTU(AKTOPUAIBHBIX HapyIIc-
HU1 coenuHuTelbHON TKaHu» 2014 r. Pa3paboTaHbl KOMUTETOM 3KCIIEPTOB
ceknun «HaciaencTBeHHBIC M MyTbTU(DAaKTOPUATEHBIC HAPYIIICHMST COCIIMTHM -
TenbHOU TKaHu» npu BHOK [9].
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17. PykoBoAcCTBO mjisi Bpadeil MO MUCIUIA3MM COEMWHUTEbHON TKaHU
2009 r. / Kagypuna T.U., T'opoyHnoBa B.H. [23].

18. HartmonanbHOE pyKOBOACTBO TIO HACJIEACTBEHHBIM Oosie3Hsm 2012 1. /
non ped. H.I1. Boukosa [24].

19. bone3nu knanaHoB cepaua, moHorpadus 2012 r. / Cropoxkakos I'.W.,
Tennnun I'.E., Munnep O.A. [25].

20. 3emioBckuii D.B. u coaBr. Lluki paboT 1o HAC/IEACTBEHHBIM Hapy-
LIEHUSIM COeTMHUTETbHOM TKaHU.

21. MapteiHoB A.A., SIxosnes B.M., Heuaesa I'. . u coanr. Llukn padot
0 JUCIUIA3USIM COSTMHUTENBHOM TKaHU.
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