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CokpalueHus 1 ycnoBHble 0603Ha4YeHUA

O6uwecTBa

BOK — benopycckoe obuectso Kapanonoros

EAT — EBpasunnckas accoumnauusi TepanesToB

POK — Poccuiickoe obLecTBo kKapanonoros

ACC — AmepukaHcknn Kapanonornyeckmn Konneox
ESC — EBponenckoe o6LecTBo Kapanororos

ESH — EBponenckoe o6LecTBo No rmnepToHNn

CPG — Komutet ESC no lNMpaktnyecknm Pekomergaumsam
UccnepoBaHusa

ADAM — Aneurysm Detection And Management

AJAX — Amsterdam Acute Aneurysm

ARCH — Aortic Arch Related Cerebral Hazard

DREAM — Dutch Randomized Aneurysm Management
GERAADA — German Registry for Acute Aortic Dissection Type A
MASS — Multicentre Aneurysm Screening Study

MESA — Multi-Ethnic Study of Atherosclerosis

INSTEAD — Investigation of Stent Grafts in Patients with Type B
Aortic Dissection

IRAD — International Registry of Aortic Dissection

OVER — Open vs. Endovascular Repair

OxVasc — Oxford Vascular study

PARTNER — Placement of AoRtic TraNscathetER Valves
PICSS — Patent Foramen Ovale in Criptogenic Stroke
UKSAT —UK Small Aneurysm Trial

WARSS — Warfarin-Aspirin Recurrent Stroke Study
CokpalweHus

ABA — aHeBpu3ama OpHoLLIHOW aopThbl

Al — apTepuarnbHas runepTeHsmnsa

Al'A — aHeBpu3Ma rpygHON aopThl

ALl — apTepuanbHoe gaBreHue

ATAK — acnmmeTpusa TpexcTtBopYaToro aopTanbHOro KranaHa
AMTIII — aHeBpu3ma MexnpencepaHon neperopoaku
AOC — aHeBpM3MO-0CTE0aPTPUTUYECKNUN CUHLOPOM

AoK — aopTanbHbIn KrianaH

AP — ayTOCOMHO-peLieCCUBHbLIN

API'A — aHeBpu3Mbl 1 pacceyeHnsa OUCCeKUMn rpyaHoOn aopThl
AP — aopTanbHas peryprutauus

BOIK — BopoHkoobpasHas geopmaumns rpyaHoON KreTku
BKM — 6enku BHEKNIETOYHOro MaTpukca

MC — runepmMobunbHOCTbL CyCTaBOB

MK — rmagKkoMblLLEYHbIE KNETKN
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OAK — aByxctBopyatbin (bukycnvaanbHbI) aopTanbHbIA KrianaH
NBC — nwemnyeckasn 6onesHb cepaua

NMI" — nHTpamyparnbHble remaToMbl

KA — KOopeHb aopThbl

KOMK — kunesugHasa gedopmauus rpygHon KneTku

KoA — koapkTauuns aopTbl

KT — komnbloTepHasa Tomorpadus

KJTA — knanaH neroyHon aptepumn

nac — cuHgpom Jlyuca-Autua

JIKC — neBasi kopoHapHasa cTBopka

JIN — neBoe npeacepave

JITMNp — noxHbIn npoceeT

MP — muTpanbHasa peryprutaumg

MPT — marHuTHO-pe3oHaHcHasa Tomorpadus

MCKT — mynbTucnmparnbHas KoMnbloTepHas ToMmorpadus
HKC — HekopoHapHasa cTBopka

M®C — cuHgpom MapdaHa

MCKT — mynbTucnmnpanbHaa KoMnbloTepHas ToMorpagous
MPT — marHMTHO-pe3oHaHcHasi Tomorpadus

M®C — cuHgpom MapdaHa

HHCT — HacneacTBeHHble HapyLeHUsl COeANHUTENbHOM TKaHK
HCAPI'A — HecnHapomHble dpopmbl APTA

OAC — ocTpbIt aopTanbHbIA CUHOPOM

OP — oTHocuTtenbHbIn puck (RR — (aHrn.) relative risk)
OOO — oTKpbITOE OBaNbHOE OKHO

NMAA — neHeTpupytowme aopTarnbHble A3Bbl

NMMK — nponanc muTtpanbHOro KrnanaHa

MKC — npaBasi kopoHapHasi CTBOpKa

MA3T — NO3NTPOHHO-3MUCCUOHHAsA ToMorpadus

PA — paccnoeHune (paccedeHne) aopThl

PKN — paHgomMusnpoBaHHOe KITMHUYECKOe nccrneosaHmne
CAC — cCTpyKTypHble aHOManuu cepaua

CAWN — cuHapom apTepuanbHON U3BUTOCTU

CT — cuHppom TepHepa

TMA — TpaBmaTnyeckoe noBpexageHne aopTol

TT-OxoKI' — TpaHcTopakanbHas axokapaunorpadgusi.
MKITA — nponabupoBaHue KnanaHa neroYHon aptepum
CTI — cnHoTybynsapHoe coegmMHeHne nnu rpebeHb

CC3 — cepaeyHo-cocyancTtblx 3aboneBaHnm

cAPI'A — cnHgpomHblie popmbl APTA

Y30l — ynbTpassykoBasa gonnneporpadus

Y3 — ynbTpasBykoBoe nccrnegoBaHme
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UIM-3xoKIm — ypesnuweBogHaga axokapanorpadus
9[C — cuHgpoma Anepca-LaHno

OxoKI" — axokapanorpadus, axokapanorpaduyeckni
OKI — anekTpokapanorpamma

FBN — reH cpnbpunnuna

TGFB1 — TpaHchopmmpytowero gakropa pocra-
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1.Mpeambyna

B Pexomenmanusix o0000IIeHB W IPOAHAIM3UPOBAHBI BCE JOKa3aTEIbHBIE
JaHHBbIE, JIOCTYIIHbIE HA MOMEHT HAIlMCaHMs, MO0 KOHKPETHOMY BOIMPOCY C LEJbIO
MOMOIIM MPAKTUKYIOUIUM pa0OTHUKAM 3JIpaBOOXPAHEHUS B BBIOOpE JIyUlIUX
CTpaTeruii BeJEHUs MAllME€HTa C JaHHBIM COCTOSIHUEM, NMPUHUMAsT BO BHUMAaHHUE
UCXOJIbl U COOTHOLIEHUE PUCK-TI0JIb3a IMaTHOCTUYECKUX U JICUEOHBIX MEPOIPUSITHH.

B nocienrue roapl EBporneiickum obiectBoM kapauosnoros (ESC) u npyrumu
00IIECTBAMHU M OPTaHU3AIMSIMHU BBIMYIIEH DSl PEKOMEHIAINM, KaCaeMbIX OT/IEIBHO
B3ATHIX HAIPaBJICHUA B O0JIACTH H3YyYEHHUS HACJICACTBCHHBIX 3a00JIeBaHUN W
HApYIICHUIA PA3BUTHS CTPYKTYPHBIX 3JIEMEHTOB CO CTOPOHBI CEPACUYHO-COCYAMCTON
crcteMbl (a0pTOMaThil, MEXKIPEACEPIKHBIX KOMMYHHKAIIAN H TIP.)

Pexomenmanun «l'€HETHYECKHE aOpTONATHHM M CTPYKTYPHbIE aHOMAaIUH
cepAra» IpeACTaBIAIOT OQUIHAIBHYIO ITO3UIIMI0 ABYX COOOMIECTB 0 0003HAYCHHOM
npobieMe u OyayT perynspHo oOHOBIsATCS. Unensl IIpobGaeMHONM KOMuCCHH OBLIN
oroOpanbsl EBpaswmiickoii accormanueir TepaneBtoB (EAT) wu  Benopycckum
oomecteom KapamonoroB (BOK) ¢ wmenpio co3gaHusi MpeACTaBUTEILCTBA
po(eCCUOHAIIOB, BOBJICYEHHBIX B OKa3aHUE MTOMOIIM MAIl[UCHTaM JTaHHOTO TPOQHIIS.
OtoOpaHHBIC SKCHEPTHI TAaKXKE IPOBEIHM BCE CTOPOHHIOIO OICHKY JIOCTYITHOU
J0Ka3aTeIbHOM 0a3bl 10 BeACHUIO (BKJIOYAs AMArHOCTHKY, JICUCHHE, MPOPUIAKTHKY
U peaOMIUTAIIMIO) TAIMCHTOB C JaHHOW MaToJIorkel. bblia mpoBeeHa KpUTHIeCKast
OIICHKA JMArHOCTUYCCKUX M JICYCOHBIX MPOLEAyp, BKIIOYAs OTHOIICHHE “pPHCK-
noJjb3a’.

[Tpu moadope ¥ U3JI0KECHUU MATEPHAIIOB Mbl CTPEMHUIIMCh PYKOBOJACTBOBATHCS
IPUHIIMIIAMH, TPEIbIBISEMbIe K KIMHUYCCKHM PYKOBOJCTBAM 3SKCIICPTAMH
poccuiickoro odmectBa KapauosnoroB (POK), oOmieit kKOHEYHO# IICNIbI0 KOTOPBIX
SIBJIICTCS COBEPIICHCTBOBAHWE KIIMHWYCCKOW IPAKTUKH W IIOBBIIMICHUE KadyecTBa
MEIMIIMHCKOW MTOMOIIM TallMeHTaM KapAHOJIorudeckoro npoduis. BeipaboraHHbIe
MHEHHS MPHU3BAHBI CIAY)KUTh OPHEHTHPOM JIJIs MPAKTHYCCKUX Bpadeld B BOIPOcax
npodUIaKTHUKH, JUATHOCTUKH M JICYCHUS CEPACYHO-COCYIUCTBIX 3a00JICBaHHI C
NPUHATAEM ONTHMAJbHBIX KIMHUYECKMX PEIICHUH, OCHOBAaHHBIX Ha MPUHIUIIAX
J0Ka3aTeNIbHON MeauiiuHbl (Tads. 1; Tadm. 2) 1

1

http://www.scardio.ru/rekomendacii/rekomendacii_rko/polozhenie_o_nacionalnyh_klinicheskih re
komendaciyah
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Taoauma 1.

Knaccot pekomenoayuii

Kuaaccenl Onpenenenue IIpennaraemas
pexoMeHaanuii ¢dopmyaupoBka
Knacc | JlanHbie u/uiu BceoOlIee coriacue, YTo KOHKPETHBINH METOT Pexomennyercs /
JICYEHUS WIK NPOLEAypa M0JIe3HbI, 3(Pp(PeKTUBHBI, HMEIOT MOKa3aH
NMpeuMyIlIecTBA.
Knacc 11 [TpoTrBOpEeYHBHIE JaHHBIC H/WIH PACXOKICHUE MHEHUH O
110J163e/2( HEKTUBHOCTH KOHKPETHOTO METO/1a JICUCHHS HJTH MTPOIIEY PhI.
Knacc lla BoJIbIIMHCTBO TaHHBIX/MHEHHIA TOBOPUT O M0JIb3e/ LenecoobpasHo
3¢ PEKTUBHOCTH. MPUMEHSITh
Knacc 11b JlaHHbIe/MHEHHS HE CTOJIb YOSTUTEIEHO TOBOPST MoskHo
0 11o7163¢e/>()PEKTHBHOCTH. [PUMCHATB
Knacc 111 JlanHbie u/uim BceoOIIee coriacue, YTo KOHKPETHBINH METOT He
JICYEHHUS WM NIPOLIEAYpa HE SBJISIOTCS MOJIE3HON HIIH PCKOMCHIYCTCs
3¢ (HeKTHBHOM, a B HEKOTOPBIX CIIyYasiX MOTYT MPUHOCUTH
BpEI.
Ta6auua 2.

Yposnu ooxazamenvnocmu

YPOBCH]J I[aHHBIC MHOT'OYHCJIICHHBIX PaHAOMU3HUPOBAHHBIX KIIMHHUYCCKUX
ookazamenvnocmu A HCCIIEIOBAHUI MU METa-aHaJIM30B.
Y])OBCHI) I[aHHLIG OIHOT'O PaHAOMHU3UPOBAHHOI'O KIIMHUYCCKOI'O UCCIICAOBAHUA

Joxkazamenvhocmu B WM KPYIHBIX HEPaHJAOMU3UPOBAHHBIX UCCIIEI0BAaHUM.

YpoBennb
ookazamenvhocmu C

CorracoBaHHOE MHEHHE SKCIIEPTOB W/WITH HEOOJIBIIINE UCCIICTOBAHMS,
PETPOCIIEKTUBHBIEC HCCIIEIOBAHUS, PETUCTPHI.

DKCIEpThl U PELICH3CHTHI 3aMOTHUIIN * IeKIapaui KOH(GIUKTa HHTEPECOB” TI0
BO3MOXHBIM WJIM HMEIOIIMMCS KOH(MIUKTaM HHTEpecoB. JlOMOMHUTENbHO IS
OKCIEPTU3bl  HAIMOHAJIBHBIX  PEKOMEHJAIMN  HMCHOJB30BAJICA  OMPOCHUK IO
Dkcnepruse u Arrecraiuu Pykosozcte (The AGREE Collaboration).

Ot Gopmbl, COOpaHHBIC B OJMH JAOKYMEHT, JOCTYyIHBI Ha caiite POK (www.
escardio.org/guidelines) u BOK (www.). O 1100bIX HM3MEHEHHUSX B JEKIapaIusax

WHTEPECOB, BO3HUKABIIMX B TICPUOJ HAMHWCAHUSA TEKCTa, OBLIO HEOOXOAUMMO
npoundopmupoBath BOK ¢ mociaeayoommM BHECEHHEM  COOTBETCTBYIOIIUX
JTIOTIOJTHEHUM.

[locne momyuyeHus: O0qO0OpeHMI TEKCT YTBEPKAAETCS BCEMHU BXOISIIIMMU B
Pabouyto rpymniy s3kcrepramu.

OkoHYaTENbHBIN JTOKYMEHT YTBepxkKaaeTcss JKcrepTHoil komuccuen EAT mis
OJIHOBpeMeHHOM myOnukanuu B )kypHaie EAT. Pekomenanuu ObUTH CO3/IaHbI TTOCTE
THIATEJIBHOTO aHAJIM3a JOCTYTHOM HA MOMEHT IyOJIMKAllMY HaAyYHOU U MEIULIMHCKOM
uHpopManmm.

I[J'DI OLCHKH COOTBCTCTBUA Ka}K,HO,ZLHeBHOP'I IMPaKTUKHW  IIPCAIaraCMbIM
PCKOMCHAAIUAM H€06XO,III/IMI)I OIIPpOCHI U PCTUCTPLI. DTO MO3BOJIUT 3aMKHYTb CBA3b
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MEXIAy KIMHUYECKMMHU  HUCCICNOBAaHMUAMH, CO3JAHUEM  PEKOMEHIALMH, UX
pacIpOCTPaHEHNEM U BHEAPEHUEM B PAKTHUKY.

2. BBegeHue. CyTb peluaemMon npoodnemsoil.

Ha npoTspkeHun mocienHux IBYX AECATHICTHH MpoOiieMa HacieICTBEHHBIX
HapymieHud  coeauauTeabHor  Tkanu (HHCT) aktuBHO  pa3pabaThiBaeTcs
KJIMHUYECKMMH M  HAy4YHbIMM IIKOJAaMH IOCTCOBETCKOIO IPOCTPAHCTBA C
JUIUPYOUMMH MMO3ULIUAMHA POCCUMCKUX YUEHBIX.

O06 aKkTyaJlbHOCTM JAHHOTO  HalpaBJieHUS  KIMHUYECKOW  MEIULIUHBI
CBHJICTEJICTBYIOT BhIIeANue B cBeT poccuiickue (2009, 2012rr.) u Gemopycckue
(2014r.) mamnuoHadbHBIE PEKOMCHIALNN, B KOTOPBIX MPHUBEACHBI OONINE MPHUHIIUITBI
JTUATHOCTUKH | JIEYCHUSI CHHAPOMHBIX U HecuHapoMHbIX ¢popm HHCT.

Kapauonoruueckue acnektel HHCT BkiItodaroT BHYTpHUCEpACYHBIE U
COCYJIUCThI€ aHOMAJUH, JIaHHBbIE MO KOTOPHIM ObUIM MaKCUMaJIbHO OOOOIIEHHI B
2012 romy B monorpaduu 3emiioBckoro J.B. u Manesa D.I'. «Mansie aHoManuu
cepua 1 JUCIUIaCTUYECKIE (PEHOTUIIBI».

B 2014 rony BblILM pexomeHganuu EBpomeiickoro odiiectBa KapaHOIOTroB
(ESC, 2014) mo nuarHoCTUKE M JICUCHHUIO 3a00JICBaHMI aOpPThI, BKJIFOYAs pa3/en 1o
reHernyeckuM  aopromatusiMm  [1], B 2015 romy - pekoMeHmaNMH IO
axoKapanorpaduyuecKoi oneHke aeekToB MeKIpeacepanoi neperopoaku (JIMITIT)
U OoTKpbiToro oBajgbHOro okHa (OOO) [2]. OnyOmukoBaHBI ¥ MPOJOJDKAIOT
nyOJUKOBAThCSl CTaThbM, TOATBEPKAAIONIME BBICOKMM PUCK, TMPEkKIE BCEro
KapAn0dMOOIMUECKIX OCJIOXHEHUHN, TPHU OTAETBHBIX BapUAHTaX BHYTPUCEPACUHBIX
aHOMAaJIMi U UX COUYETAHUSX.

B nenoM, HecMOTps Ha WIMPOKUN CHEKTP MOJUOPTaHHBIX M MOJIMCUCTEMHBIX
KJIMHUYECKUX TMPOSBICHUI, UMEHHO KapJUOBACKYJISIpHAS MATOJOTHS OMPEAEIISIeT
TPYJAOCHOCOOHOCTh M >KM3HEHHbIM mporHo3 y mnauueHtoB ¢ HHCT. Ilostomy
000011IeHIe UMEIOIINXCS JAaHHBIX MPEICTaBISCTCS BAXXHOW U aKTyallbHOM 3a7aueH, B
TOM YHUCJIE C TIO3UIHHI MPOPHUIAKTUYECKON METUITUHBI.

Bmecre ¢ tem, MHOroobpasue (Gopm cepAeqyHO-COCYIUCTON MATOJOrHH IPHU
HHCT, cnoxHocTH B OTTpaHMYEHUM BHYTPHUCEPAECYHON NATOJIOTMHA OT BapHAaHTOB
HOpPMbI, B TOM 4YHCJE€ JI€TCKOTO BO3pacTa, pa3HOUYTEHUS B KPUTEPUSIX
XOKapauorpauueckol JTUArHOCTUKH, TMOJAXO0JaX K Kiaccu(UKaIuu, a TaKxke
pPa3HOPOJHBIE KAaTeropuu OOCJIEAOBAHHBIX TPYII, CO3JAIOT MpPOOJIEMbl B
dbopMHpOBaHUU J1OKA3aTENbHOM 0a3pl MpH pa3paboTke cTpaTuUKalMKU pucKa TOU
WJIM UHOM Kapauojoruyeckoil maronoruu, accouuupoBanHoin ¢ HHCT. Tloatomy u3
BCEr0 CIEKTPa BHYTPUCEPACUHBIX AHOMAJIHMI BBIIEIEHBI U PACCMOTPEHBI TOJBKO TE
crpykrypubie  anomanuu  cepana (CAC), a Takke MaToJOTHS  aOpPThI,
accouunpoBanHas ¢ HHCT, no koTopbIM B IUTEPATYpHBIX UCTOYHUKAX HAKOILJIEHBI
3HAYMMBbIE JaHHbIE, IPEICTABIIAIOIINE HHTEPEC UIsl MPAKTUKYIOLIErO Bpaya.
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OcHOBHas 1€J1b HACTOSIIETO U3JaHHUS — aKLEHTyalldsl Ha KapJUOJOTMYECKUX
acriektax HHCT, cOamkeHue CIIOKUBIIMXCS MOMXOJOB K JTHATHOCTUKE U TAKTHUKE
BeneHusa nanuenToB HHCT-o0ycnosnennoil naronorueit aoptel 1 CAC, npuHsATHIE
MEKIyHAPOAHBIM MEAUIIMHCKUM coo0011ecTBOM U B Poccuu, ¢ moaxoiaMmu, KOTOpbIE
MOT'YT OBbITh PEaJIM30BaHbI B HAIIICH CTpaHeE.

Hakonen, B 3TOM JOKyMEHTE IMEpPEUYUCICHBl OCHOBHBIE TIPOOENbl B
JI0Ka3aTeIbCTBAX [JII MHOTHX CHUTyalMd [Jisi TOTO, 4YTOObl OYEPTUTh OCHOBHBIC
HanpaBJICHUS ISl JaTbHEHIINX UCCIICI0BAHUIM.
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3. OnpeneneHus U TepMUHONOIUs

HaciencrBennble Hapyimienusi coequmHureabnod Tkanm (HHCT) -
reTeporeHHasl rpynmna 3a0ojeBaHuil, OOyCIOBJICHHBIX T€HETHUYECKMMH Jae(eKTamu
cuHTe3a W /| WM pacnaga OENKOB BHEKJIETOYHOTO MaTpHKCa MO0 HApyIICHHSIMHU
Mopdorenesa coenuuautensHoi Tkanu (CT). B HacTosmiee Bpems onucano 6osee 250
cunapomo HHCT [3].

BbiensiroT  CHHOPOMHBIE  MOHOTEHHBbIE  (OPMBI  C  COTJIACOBAaHHBIMHU
KPUTEPHUSIMHU U HECUHAPOMHBIC (YOPMBI MYITbTH()AKTOPHATBHOMN Mpupo bl (puc. 1).

COEAMHUTE/IbHON TKAHW
|

I |

MOHOTIEHHbIE
HACNEACTBEHHbLIE CUHAPOMBI
C COMACOBAHHbLIMM

HACNEAQCTBEHHbLIE HAPYLUEHUA J

MYNbTUDAKTOPUAJIbHbLIE
HECMHAPOMHBIE ®OPMbI

KPUTEPUAMM |
|
f _—
/’ ™ MAPDAHONOAOEBHLIN
SEHOTUN
CUHOPOMMAP®PAHA (Teurcriie kpureprm LoeysA. Etal., 2010) 3MNEPCONOAOEBHbLIN
CHUHOPOM3NEPCA OAHNO (Villefranchecriteria, BeightonP. dPEHOTUN

etal.,1998)

HEKNACCU®ULUUPYEMBIU
CUHAPOMIMNEPMOBUIIEHOCTU CYCTABOB (Brighton- H
Grahame criteria, 2000) PEHOTUN )

HECOBEPLUEHHBIN OCTEOrEHE3 ~
MNPONAMNC MUTPANBHOIO KNAMAHA

CEMEWHBLIN CUHAPOMMAP4$AHOUOHON BHELUHOCTHU
(cMHoHUMLoeys-Dietz syndrome, type 2B) —kpureprmLoeys

B.L.,2003.)
MASS-CUHAFOMMUNp. )
Puc.l — Cospemennvie npedcmasienus o cmpykmype HACIe0CMBEHHbIX HAPYUleHUll

COCOUHUMENbHOU MKAHU

[ToMrMO TpaaWIIMOHHO CIIOKHBIIMXCS TMOIXOJOB C BBIICICHHEM TpeX
KJIACCHYECKUX (heHOTUIIOB (MapdaHOImOT00HbIH, AJIEPCOIOI00HBIIH u
HEKJIaCCU(DHUIIMPYEMBIiA) (puc.l), PAIOM  asmopo8  paccMampuéaromcs
mMappanouonas eHewHoCmsb, 000POKAUeCMBEeHHAsl 2UNEPMOOUTLHOCMb CYCMABO8 U
HeKkaaccuguyupyemulii peHomun.

MoHoOreHHbIe HaCJEeACTBEHHbIC CHHAPOMbI - CHHAPOMLI C H3BCCTHBIMH
COrsIaCOBaHHBIMHU JUAIHOCTUYCCKHUMH KPUTCPUAMMU, OOJBIIMHCTBO M3 KOTOPbIX
HMCECT MOJICKYJIIPHO-TCHCTHYCCKOC ITIOATBCPIKACHUC.
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MHoropakTopHbie HApYUICEHUS COCAMHUTEJIbHOW TKAHM — IE€TEPOrcHHAs
rpynmna 3a0oneBaHuii, OOYCJIOBJICHHBIX BOBJIEUEHHEM B TATOr€HE3 OOLIUX
(PepMEHTHBIX CUCTEM U PA3IMYHBIX CTPYKTYPHBIX OEJIKOB BHEKJIETOUYHOI'O MaTpUKCa
CT, noaurenHoit MHOro()akTOpHON MPUPOIbI, 00beTUHEHHASI B (JEHOTHUITBI HA OCHOBE
OOIIIHOCTY BHEIIHUX U/WIIN BUCIIEPATLHBIX MPU3HAKOB.

IMopok pa3BUTHA — OTKJIOHCHHME OpraHa OT HOPMAaJbHOIO aHATOMHYECKOIO
CTPOEHUs, IPUBOAAIICE K KIMHHUCCKH 3HAYMMBIM HapymieHusM QyHKiuuu. ITopokn
pa3BUTHS HAOJIOAAIOT KAk CaMOCTOSATENIbHBIE HO30J0rHYeckrue (GOpMBI U B
COYETaHHH C IPYTUMH MTPU3HAKAMH CHCTEMHOT'O BOBJICUCHHS COCAMHUTEIBHON TKaHH
(CBCT) npu monorennsix cunapomax HHCT.

Maabie anomajum pasButusi (MAP) — Haciemyemble WM BpPOXKICHHBIC
OTKJIOHCHHUSI OT HOPMAJIBHOTO aHATOMUYECKOTO CTPOCHHUSI OPTaHOB, HE CBS3aHHBIC C
aHaTOMO-()U3UOJIOTUICCKAMH  OCOOCHHOCTSMHU  JIETCKOTO  BO3pacra,  IpH
OTIPEICIICHHBIX YCIOBUSAX MPUBOIAIIME K HapymieHuio ¢yHkuuu. K enewnum MAP
OTHOCSIT aHOMAJIUM Pa3BUTUSI KOCTHO-CKEJICTHBIC, MBIIICYHBIC, KTOJCPMANbHBIC; K
BUCYEPATIbHLIM - WU3MEHEHUS] CTPOCHUSI OpraHa 3peHUs, CEepACYHO-COCYIUCTON U
pECIUPATOPHON CHUCTEMbI, OPraHOB OpIONIHON IOJIOCTH, MOYEBBIICIUTEIBHOW U
PENPOLYKTUBHOU CUCTEM.

Maubie (CTPYKTYpPHbIE) aHOMAJIMU CePAIIA SBISIOTCS NposiBiieHneM MAP co
CTOPOHBI CePACYHO-COCYTUCTON CUCTEMBI [4].

AHeBpu3Ma aopThl — pacuupenre ee Ha 50 % 1o cpaBHEHHMIO ¢ HOPMOH,
KOTOpas OMpeJeNsieTcsl, UCXO0/i U3 BO3pacTa, IJIOMIAU IMOBEPXHOCTH Teja, METO/a
HCCIIEIOBAHMS U U3MEPSIEMOTO YYacTKa aOPTHI.

Kopens aoptbl (KA) - BHyTpHCepaeuHasi CTPYKTypa ¢ 0co00# MOpQoIoruei,
KOTOpasi MPUHUMAET ydyacTue B (opMupoBaHuu GUOPO3HOro Kapkaca cepiia u
SIBIISIETCS TIPOIODKEHUEM BBIHOCSIIIETO TPAKTa JICBOTO KEITyT09Ka.

TyOyjsipHasi 4acTh BOCXOAsilIedl aOPThI — YacThb BOCXOJSAIIEH aopThl OT
CUHOTYOYJIAPHOTO TPeOHS 10 IyTHU a0PThI

Jlyra aopThbl — 4acTh BOCXOJAIIEH aOPTHI OT YCThsl OpaxuiedansbHOrO CTBOJA
110 TIOAKJIFOYUYHON apTEepUU.

OcTtpslii aopranbnblii cuaapom (OAC) (ocTpbie CHHAPOMBI TPYTHON A0PTHI)
- OMpEIEsAeTCS KaK BHE3AIMHO BO3HUKIIHME CHUTYAIlUH C MOXOKUMH KIMHUYCCKUMHU
XapaKTePUCTHKAMH, C TOPAKCHHUEM aopThl. MOXET NIpPHUBECTH K OOpa30BaHHUIO
uHTpamypaiabHoi reMatombl (UMI'), menerpupyrorieit aopranpaoii s38e ([TAS) wnm
K Pa3JICICHUIO CIIOCB CTEHKHU a0pThl, IPUBOASIIEMY K pacceueHuto aopthl (PA) mim
pa3phIBY TPYIHOU AOPTHI.

Pacciioenne aoprtol (cun. J{dcceknmmsi) - ompeaensieTcs Kak pa3pyllieHHUE
CPEIHETO CJI0SI CTEHKU aoOpThl, CIPOBOLIMPOBAHHOTO BHYTPUCTEHOYHBIM IOIAJaHUEM
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KPOBH, C PE3YJbTHPYIOUIUM Pa3ACICHUEM CJIOEB CTEHKH aOpPThl U TMOCIEAYIOIIHUM
dbopMupOBaHHEM HCTUHHOI'O WJIW JIOKHOTO MPOCBETA, C WM 0€3 COOOIIECHUS MEXITY
HUMU.

Paccaoenne Stanford mam A (tun |-l mo DeBakey) - namccekmms,
BOBJICKAIOIAs] ~ BOCXOZSMINYIO  aOpTy  MEXKIy  aopTalbHBIM  KJIAallAaHOM H
OpaxwuoredaibHbIM CTBOJIOM (Bocxosinee pacceueHue - CToHGOPACKUH THIT A)

Paccioenne Stanford tuma B (tun Il mo DeBakey) — mucceknus B
HUCXOJAIIeH TpynHoM aopre (He 3arparuBaroiias BOCXOSIIYH) — aopTy),
pacIoJIOKEHHAs]  TUCTAJIbHEC OTXOXJICHUS JICBOW MOJIKIIOYAYHON  apTepuu
(Hucxomsiiee pacceuenue - CtaHdopackuii Tum B).

OcTpoe pacciioeHHe a0PThI — COCTOSIHHUE TeUeHUs Ooie3Hn <14 mHeid.

XpoHNYEeCKOe paccioeHHe AOPThl — COCTOSHHE XPOHHYECKOTO TCUCHHS
00JIE3HH

Cunapomusnie GopMbl aHeBpPHU3MBI (pacjioennsi) rpyaHoii aoptel (CAPT'A)
—  aHEBPU3MBI, HMCIONIMEC T'CHETHYECKYI0  NPEIPACIONOKCHHOCTh K  HUX
dopMupoBaHnio  (ICTEPMUHUPOBAHHOCTH) W  BBICTYNAIOIIME  KAaK  4YacTh
TCHETUYECKOTro cuHapoMa (Hampumep, npu cuHapome Mapdana (M®PC), Jlyuca-
JOurma (JIJIC) w ap.) wWid  IJICHOTPOITHOTO  HPOSBICHUS PH  JPYTUX
kiaaccuuuupoBaHHbIX  (auddepeHIMpoBaHHbIX)  3a00JEBaHM  MOHOI'CHHOM
npuponbl. Ilpu yka3zaHHBIX CUHAPOMHBIX HacjeACTBeHHBIX ¢opmax API'A
OTMEYaeTCsl MPEUMYIIECTBEHHOE BOBJICUCHUE BOCXOJSIIETO CETMEHTa TPYIHOTO
OTJeNa aopThl Yy JIMI[ MOJOJOTO0 Bo3pacTa Ha ()OHE MHOKECTBEHHBIX AHOMAJIHHA
CTpOCHHSI U HapyIIeHUs QYHKIMH APYTUX OPraHOB U CHUCTEM, Ha OCHOBE KOTOPBIX
c(hOpMHUPOBAHBI X JHATHOCTUICCKUEC KPUTCPHUH.

Hecunapomubie ¢opmbl mian cemeitible API'A (HcAPT'A) / Familial
Thoracic Aortic Aneurysms and Dissections, fTAAD - KIMHUYECKH U
TeHETUYECKU TeTepOoreHHast rpyIina 3a00JeBaHuil ¢ ayTOCOMHO-JOMUHAHTHBIM TUIIOM
HacJeI0BaHMs, OOLIEN XapaKTEepUCTUKONW KOTOPBIX SIBISETCS CUCTEMHAs MaTOJOTHS
COCMHUTEIBLHON TKAaHH, IPEAPACIIOIAraromas K MPEUMYIIECTBEHHOMY TOPaKEHUIO
IPYIHOM aopThl. JIMarHOCTUPYIOTCA HA OCHOBAHHM II0JIOKUTEIBHOTO CEMENHOTO
anamue3a API'A y Gonee yem y OAHOTO 4jieHa CeMbH B OTCYTCTBUE KIMHUYECKUX
cunapomubix npuzHakoB M®C, JIJIC, 9JIC cocynucroro thma U Ap. U3BECTHBIX
cuHapoMoB [ 5].

Cnopaguueckue cemeiinbie Gpopmbl APT'A (cmAPI'A) — uzonupoBaHHbBIC
API'A B oTcyTcTBUE CHHAPOMHBIX ITpu3HaKkoB knaccuuecknx HHCT npu e quHUYHBIX
CIIy4asX aHEBPU3MBbI B CEMBE.
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3.1. TpobnemMHble U akTyanbHbie BONPOCHI

Pacmiupenne o06nacT NpPUMEHEHHUS MEIULMHCKOM Te€HEeTMKH B 00JacTu
KapIUOJIOTUH 0003HAYMIIO MPOOJIEMY OTPAaHUYHOTO PACIIMPEHUS, aHEBPU3M H/HITH
paccinoenusi rpyaHoit  aoptel  (AP['A) aOCOJIOTHO OTJIMYHYIO OT paHee
paccMaTpuBaeMbIX (popM aopTonaTHil.

N3HayanbHO HMCKYCCTBEHHOE pa3jeicHue aopThl Ha TPYAHOM M OpPIOIIHON
OTJIEJIBI COXPAHSIIO PAllMOHATIBHOE 3BE€HO C TPAAUIMOHHBIN KIMHUYECKOW TAKTUKOU
MX BEICHUS KapAuo- M aHTHOXUPYypraMH COOTBETCTBEHHO. BmocnencrBuu, B
eBpomneiickux pekomeHaanusax 2014 roga nmoguepkuBaeTCs EHHOCTh KOMILJIEKCHOTO
MOJIX0Ja K M3YYCHHIO aOPThl KakK IICJIOCTHOTO oprana [l], omHako camu aBTOpBI
PEKOMEHIAIMK yTBEPKAAKOT, YTO AUXOTOMUYECKOE BBIACICHUE H30JIUPOBAHHOMN
MATOJIOTHH TPYIHOTO AOPThI B PANIE CIIy4aeB COXPAHSCT IEIeCO00pa3HOCTh, KaK C
aKaJIEMHUYECKOW, TAK U C MPAKTUIECKON TOUKH 3PEHUS.

Bo-niepBbIX, M30JMpPOBaHHBIN (POKYC B3TJISJ0B HA TPYJHOM aopTe SIBISETCA
CIIC/ICTBHEM OOJHMIaTHOrO pHUcKa (OPMHUPOBAHKSI AHEBPU3MBI KOPHS AOPTHI Y JIHIL
MOJIOZIOTO BO3pacTa MpH onpeaeneHHbix cuHapoMubix popmax HHCT. Cneacreuem
vero, ¢opmupoBanue API'A, crano OMOpHBIM AMArHOCTHUYECKUM KPUTEPUEM psiaa
reHeTHYecKuX cuHApoMoB (cuHapoma Mapdana (M®PC), Jlyuca-utua (JIJ1C),
MASS-penoruna) u ap. mapdanononoousix (“Mafan-like”, “overlap”) denorumos /
COCTOSIHMH, KOTOpBIC B HACTOSIIECEC BPEMs PACCMATPHBACTCS KaK KCUHOPOMHbLE
dbopmbr APTA.

Bo-BTOpBIX, OTHOCHTEIBHO HEJABHO CTaJW BBLACIATH BTOPYIO OOJIBIIYIO
kateroputo AI'A, mpu KOTOPBIX aopTa MOPaXaeTrcss U30JUPOBAHHO, HE MMES YETKO
0003HAYEHHBIX  KJIMHUYECKUX  XapaKTePUCTUK. OTO  KHECUHOPOMHbIE»  UNU
«cemetinvre» gopmor API'A (Familial Thoracic Aortic Aneurysms and Dissections,
fTAAD), xotopble TpeOyrOT crnenu(UIecKux 3HAHWA 10 TAKTHKE BEICHMUS,
npoBeieHUs cloxHON auddeperuanbuoit AuarHoctuku. OCOOEHHO TPYIHBI IS
JUArHOCTUKU €AMHUYHbIE CIydyad BBISIBJICHUS aHEBPU3MbI B CEMbE — MpPH T.H.
«U30IUPOBAHHBIX» AaHEBPU3MaX. YKazaHHble reHetmueckue API'A 3auactyro Moryt
MPOSIBJIATHCS M30JUPOBAHHO, U, YTO OCOOCHHO Ba)KHO, Ha (JOHE «HEMOT0» TEUCHHUS B
OTCYTCTBHUE pACMO3HABAEMBIX JSTHOJIOTHUECKUX, KIMHUKO-PEHOTUIIMYECKUX H
reHEeTUYEeCKUX (PaKTOpPOB PUCKA.

ITo coBpeMeHHBIM NpPEACTaBICHUSM, B KaxA0M %4 ciiyyae pa3Burue API'A —
3TO pe3yJbTaT TEHETHYECKOW MpeapacioiiokeHHocTH [6, 7, 8], Omuskuii K
abcomotHoMy moka3zarento — 100% y jui Mmosiooro Bo3pacra.

Bmecte ¢ Tem, Ha I@IpakTMKE Bpad OPUEHTHPOBAH Ha BBISBICHUE
TPaIUIIMOHHBIX (PAKTOPOB PHCKA ATEPOCKICPOTHUECKOTO MOPAXKEHHE aOpThI, MPH
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ATOM 3auacTyl0 YIyCKas WM, YyTO ObIBaeT yalle, HEJOOLEHUBAas ATHOJIOTHYECKYIO
IPUHAIJIEKHOCTh AHEBPU3MBbI K HACJIEICTBEHHBIM (POpMaM.

YhymieHue TIeHEeTHYeCKOro KOMIIOHEHTa  (IIMarHOCTUKH) TMPUBOAMT K
HECBOEBPEMEHHOW AUArHOCTUKE HAYAJIbHOI'O MPOSIBIICHUS aHEBPU3MbI — JIMIIATALIAH,
KOTOpasi HAUMHAETCA MPHU 3HAYUTEIHLHO MEHBIINUX pa3Mepax, YeM B OMYJISLIHNH.

Ilpu «ecenemuueckux aopmonamusax», He cyuwjecmeyem 0e30nacH020 pasmepa
aopmel. PacciaoeHne Wi pa3pbiB MOTYT MPOUCXOAUTH yxxe npu auamerpe 40-45 mwm,
YTO ropas o0 MEHbILE NMPEAEIBHO AOIMYCTUMBIX pa3MepPOB aopThl - 55 MM U Oosee, 1o
JOCTMKEHMM KOTOPBIX OOBIYHO TMPHUHATO MpUIJAllaTh JUIsl  KOHCYJIbTAllUU
Kapanoxupypros [9].

Kpaiine axmyanvna cumyayus pucka paccioenus (Ouccexyuu) aopmol 6e3
Gdopmuposanus  NepeUYHOU  AHEBPU3MbI  NpU  ONPEOeNeHHbIX  MYMAayusax 8
anaoxomvluteunvix kiemkax aopmet [10]. Tlomumo yrpo3sr API'A, y manueHToB, K
npumepy, ¢ wMmytamusima  ACTA2, ToBBIIEH PUCK  JIPYTUX  paHHUX
KApAUOBAaCKYJSIpHBIX  CcOObITMM  Ha  (QoHe  3a00JN€BaHMIl  COCYyJOB B
1epeOpPOBACKYIISIPHON cUCTeMe (paHHHE HIIEMHUYCCKUE WHCYJLTHI, 0oJjie3Hb Moiis-
Motisi, aHEeBpU3MBI COCYZOB TOJOBHOTO MO3ra), paHHEe IMOpPaKCHUE KOPOHAPHBIX
aprepuii [ 11].

Hapsny c 3a0oneBaHusIMH KOPOHAapHBIX M NEpUPEPUUECKUX apTEepuH,
3a00eBaHusl aOpPThl BHOCST BKJIaJ B IIUPOKUNA CHEKTp 3a0oieBaHUN apTepuid,
BKJIFOUYAIOUINIM HE TOJBKO XPOHUYECKHE AaHEBPU3MBbI AOpPThl, HO M pa3zHOOOpa3HbIE
dopmbr octporo aoptaipHoro cuHapoma (OAC). YuuTbiBasi MHOTOIUIAHOBOCTh H
OTJENbHOE HAMpaBJICHUE IO U3YYEHHIO COCYJIUCTBIX KaTacTpod, B JaHHBIX
PEKOMEHIaLUAX PACCMATPUBAIOTCS TOJBKO MX KIMHUYECKHE XapaKTepUCTHKU Oe3
JeTaJIN3alUuy TAKTUKY BU3YaJIM3alUU U BEICHUS.

B nocnegnue pecsaTuneTuss OTMEYAETCS YBEJIMYEHUE CMEPTHOCTH B MOJIOJBIX
BO3pacTHBIX TIpymmax g0 45 jer or API'A, ocobGenno cpeau myxuwmH. Ilo
COBPEMEHHBIM JAHHBIM CEPACUYHO-COCYAUCTBIN PUCK PACCIOEHUS U pa3pbhiBa aOpPThI
npu MOC u OIM3KUX eMy COCTOSHHM cocTaBisieT 1-2 % OT BceX CMEPTEIbHBIX
WCXOJIOB B MPOMBINIJIEHHO Pa3BUTHIX CTPaHaX, SBISSICH MPUINHON cMepTH B S50 ThIC.
ciyvaeB B roj [12].

Iupokas pacnpoctpaneHHocth (> 40%) HHCT cpeau HaceneHHs OTATOIIaeT
TEUYECHUE CEPACYHO-COCYAUCTOM MATOJIOTMM U YXYIIIAeT KapAUOBACKYJISPHBIN
nporuo3 [ 13]. [TosTomy npobiema npoduIaKTHKNA KapAHOBACKYISAPHOMN ATOJIOTHH Y
nanueHToB ¢ paznuuabiMu Gopmamu API'A, accormuupoBanueiMu ¢ HHCT, cTout
ocobenHo octpo. Kpome Toro, AI'A, Bce yaiiie sIBISIOTCS CIy4alHBIMU HAX0JIKaMU, B
CBSI3UM C 4eM B EBporie mporpecCUBHO PACHPOCTPAHSAIOTCS MPOrpaMMBbl ITEPBUYHOTO
CKpUHHMHTA U TPOPUIAKTHUCCKUX MEPOIPHUITHI, KOTOPhIE UTPAlOT BAXKHYIO POJIb B
MPEIOTBPAILLICHUM TTOCIEAYIOMNX OCITOKHEHUM.
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[Tybnukamuss 2001 roma PabGoueit rpynmel  EBpomeiickoro oOrmiecTBa
kapauosioroB (ESC) mo paccinoenuto aoptel (PA) craso omHOW U3 TeEpBBIX
JOKYMEHTOB B MHpE, KacaBIIUMCS 3a00JieBaHU aopThl, W ObLIa O0J00peHa
Awmepukanckum Kapauwonoruueckum Komremxem (ACC) [14]. Haumnas c¢ Toro
BPEMEHH TMPOM30ILIO CYIIECTBEHHOE YIYUYIICHHE METOJOB BH3yalM3allid aopTHI,
0COOEHHO BCIICAICTBHE PA3BUTHUS MYJbTUCIHPAIHLHOW KOMITBIOTEPHOH TOMOrpaduu
(MCKT) u marautHo-pe3oHaHcHOi Tomorpaduu (MPT). Poct o0bema undpopmanum
O HOBBIX JHJIOBACKYJISIPHBIX M XUPYPTUUYCCKUX IOAXO0JaxX HaOIomaeTcs OOJbIIei
yacTeio B Teuenue nociaeanux 10 ger [15]. OnyOsukoBaHbI JaHHBIC MHOKECTBA
perucTpoB, BkIouas MexayHapoausiid Peructp octporo PA (International Registry
of Aortic Dissection — IRAD) [16] u I'epmanckoro Perucrpa octporo PA tuma A
(German Registry for Acute Aortic Dissection Type A — GERAADA) [17],
sKcHepTHbie cormamienus [18, 19], Bkmrouas mMocieaHHE PEKOMEHAANUU 10
JIMarHOCTHKE W BEJCHHWIO TIAIlMCHTOB C 3a00JICBaHUSAMH TPYJHOH aOpPTHI,
BBINTYIIEHHBIE psioM amepukanckux [15, 20] u eBponeiickux [Omuodka! 3akaaaka
He ompejeieHa.] OOIIECTB, a TaKKe OOIMEMHUPOBBIE U JIOKATHHBIE MOIYJISIIUMOHHBIC
ucciieoBanust U ctaTh [21, 22, 23, 24]. B BbImIEnepeyUCIICHHBIX JOKYMEHTaX
aKILIEHT clejlaH Ha ObIcTpble M 3(P(EKTUBHBIE CTPATErHd JUATHOCTUKUA W JICUCHUS
aQHCBPH3M a0pThI, BKIIIOYash MEIMKAMEHTO3HBIC, SHIOBACKYJIIPHBIC M XHUPYPrHUCCKHE
MOJXO/bI, KOTOPbIE YacTO KOMOWHHPYIOTCSA. JlOMONHUTENBHO, OOCYKAArTCS
aHeBpH3MBbl W PA TIpu BpPOXICHHBIX AHOMAIMSIX M TEHETUYECKHX 3a00JICBaHMIIX
AOPTHI.

[IpuctanbHO€ BHUMAHWE MEIUIIMHCKOW OOIIECTBEHHOCTH K T'€HETHYECKUM
AOPTOMNATHUSIM CYILIECTBEHHO BO3POCJIO TOJBKO B IIOCIEIHHME TOHAbI, B CBSI3U C
pacliMpeHreM BO3MOYKHOCTEW MOJIEKYJIIPHO-TEHETUYECKOTO CKpUHHUHTA. BriepBhie B
2013 ronxy Ha MexayHapoaHoi Hay4dHOH KoH(pepeHimn B MonTtanpunao (MTamus)
no wHunmanuu Kanajckolt accormumanuu cuHapoma MapdaHa MpUHUMAETCS HOBas
KJaccu(uKaIus TeHETHYECKNX aOpTOMATHH MPU HACJIEICTBEHHBIX CHHIPOMHBIX H
HeCcUHAPOMHBIX AT'A.

B pesynbrare co3manusi B EBpome peructpa manuentoB ¢ MOC, AT'A,
OpraHW3allii WX HAOJIOJCHHS, CBOEBPEMEHHON JHAarHOCTUKE W  JICYCHUIO
OCIIO)KHEHUH, YJIal0Ch MOCTHYh YBEIWYEHUS CPEIHEH MPOAOIKUTEIBHOCTH KU3HH
MAIMEHTOB C TPYIHBIMH aHCBPU3MaMHU JI0 CPEAHECTATHUCTHUCCKUX. K coocanenuio, 8
Pecnyonuke benapyce 6aza oaunvix ¢ cunopomuvimu HHCT, 6 mom wuucne
nayuenmog ¢ M®C omcymcmayem.

Hapsiny ¢ mmpokuM BHEpEHHWEM B TEPANeBTUYECKYIO TaKTHKY JieueHuss AI'A
B-ampeHo010KaTOPOB, MPAKTUYECKUNM Bpad cJ1ab0 OPUEHTHUPOBAH HA MPUMEHEHHUE
UHTHOWTOPOB  PEHUH-aHTMOTCH3MH-abaocTepoHoBoit  cuctembl  (PAAC), B
YaCTHOCTH, CapTaHOB. B wyacTHOCTH, paccMaTpuBaeTcs BO3MOXKHAs I0JIb3a OT
JOTOJHUTENIBHOIO HAa3HAYEHUsSl J103apmana - AHTAroOHUCTa peuentopoB | Tumna
anruorensuHa || (APA), BoBieueHHBIX B OOIIHE MyTH TPAHCAYKIIUN BHEKICTOYHBIX
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CHTHAJIOB OT TAaKWX JIMTAHJIOB, KaKk aHTHoTeH3uHa || — MennaTopa nporpeccupoBaHusl
aHEeBpU3MBI aopThl, u TpaHchopmupytomero ¢akrop pocra-f (TGFB), uro
[peIONPEICIIeT HOBbIC MOTCHIMAIbHBIC TEPATIEBTUUCCKUE MOJICKYJISIPHBIC MHUIICHH
IpY TEHETHYECKUX aopTonatusx [ 25, 26, 27].

Takum oOpa3zoMm, ombiT BeaeHust nanueHtoB ¢ M®C, ¢ cAPT'A u ucAPT'A
IOKA3bIBa€T  BO3MOXKHOCTH  JOCTHMDKEHHUSI  3HAUHUTEIBHBIX  IOJIOKUTECIHHBIX
pe3yJIbTATOB MPU aJEKBATHOM Kypallud JAHHOW KaTeropuu nauueHToB. OQHAKO B
KJIMHUYECKON TMPAKTUKE BBINIEYKA3aHHBIE TEPANEBTUYECKUE CTPATETHM 4Yallle
HEJI0OIICHUBAIOTCH.

BMecte ¢ TeMm, CBOGBpEMCHHas TIOCTAHOBKAa JHMarHo3a (BBISBJICHUE
HaciencTBeHHBIX CAPTA  m  HCAPI'A), yrounenue  (akTOpoB  pHUCKa
HEOJIArOMPUATHOTO TPOTHO3a, aJCKBATHOE TEPANEBTUYECKOE M CBOEBPEMEHHOE
XUPYpPrUYecKoe JIeYeHUE MAI0T IIAaHC MaleHTaM ¢ BBICOKHM puckom API'A Ha
yJydIIeHHe )KU3HEHHOTro porHo3a [28, 29, 30].

JlocTrkeHne yKa3aHHBIX LEJIEd BO3MOXKHO IIPH JIOBEACHHUM 3HAHUUA O
HacieacTBeHHbIX (popmax APT'A 1o mumpokoro kpyra Bpadei.

Jlo HacTOsAIIero BPEMEHU HE pEIIeH BOMPOC PACHIMPEHHS BOCXOISIIETO
OTJeJIa aopThl C JBYCTBOpYaThIM aoprajibHbIM KiamanoMm ([JAK). Muorumu
KapauoJioramMu, BpayamMu (QyHKIHoOHaIbHON auarHoctuku JIAK / OukycnuaanbHBIR
KJIaTiaH aopThI, paCICHUBACTCS KaK M30JIMPOBAaHHBINA MOPOK cepaia. Kak ciaencreue —
Ha TMPaKTHKE OTCYTCTBYET OINpEJACICHHAs HACTOPOKEHHOCTh B OTHOIICHUU
BEPOSITHOTO PACIIMPEHHUS TPy IHON aopThl y manueHToB ¢ JJAK.

B macmoswee epema npunamo paccmampueéamv — ACCOYUUPOBAHHOE
pacwupenue socxoosauei aopmol ¢ JJAK xax omoenvHoe 3abonesarnue, umeroujee
2eHeMUYecKyr0 0emepMUHUpOBaHHOCMb U CB0U OMIAUYHbIL npocHo3. He ciydaitHo
KPUTEPUH, PEKOMEHAYEMBIE B HACTOSIEE BPEMS K MPUMEHEHUIO U ONPECICHUS
NOKa3aHUN K XHUPYPrHUECKOMY JICUEHUIO JaHHOW KaTeropuu MalueHTOoB, Oojee
KECTKHE, YeM IPU aHEBPU3MaxX BOCXOIAIIEH aopThl € TpexcrBopyatbiM AK.
[Ipo6nema accouuupoBanHoro ¢ JIAK pacumiupenus aopTbl paccMOTpeHa ¢
pa3IMYHBIX TOYEK 3pPEHUs EBPOINEHCKOr0 M aMEpPUKAHCKOrO pYKOBOJACTB C
BbIHECEHUEM OOOOILEHHBIX KIIIOUYEBBIX MOJOKEHHM, HAlPaBJIEHHBIX Ha YJIy4dlIECHUE
OKa3aHMsI TOMOIIM JIaHHOM KaTeropud NalMEHTOB C MO3UIMU Kapauoyiora |
KapJuoXupypra.

Hawubosnee mupoko npuHsTOE onpezeincHue Manbie anomanuu cepana (MAC) -
HACeOCMBEHHO 00YClOBlIeHHbIe UMU  8DONCOCHHblE CMPYKMYPHbIE USMEHEHUs]
KIanamHozo annapama cepoya ulunu e2o coeouHumerbHOMKAHHO20 Kapkacd,
BKIIIOYASL MASUCPATbHBIE COCYObL, 8 BUOE PA3IUYHBIX AHAMOMUYECKUX AHOMANULL, He
CONpoBOdICOarWUecs: 2eMOOUHAMUYEeCKU 2pYObIMU U  KIUHUYECKU 3HAYUMBIMU
napywenusmu [ 31].
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Onuu uccnepoBarenu K MAC npUUHCISIOT JIFOObIE aHOMAJIUH, BBISBIISIEMBIC
npu MOpP(}OJIOTHUUECKOM HCCIIECIOBAHUM, IPYTHE PAcCMATPUBAIOT €€ KaK KIMHUKO-
sxokapauorpaduuecKkoe MOHATHE, BKIIOYAIOINIEE MMEHHO T€ aHOMAJIUM, KOTOpPbIE
yAAeTCs BBISIBUTh MPWKU3ZHEHHO B Mpolecce MNoJuno3utuoHHoro IxoKIT
uccienopanus (['mycaes C.®., benosepos H0.M.,1997).

He oTpumas akTyaqbHOCTh TEpPMHHA W OIpPEICICHUS <«MajblX aHOMaJuU
cepAlla» HeNIb3sd HE OTMETUTh JUCKYTAOEIbHOCTH OTACIBHBIX MOJOXKEHUN -
CKJIMHWYECKH 3HAYMMOE HApYIICHHE», «TIpyOble HApPYIICHUS T'€MOJIHMHAMHKI,
KOTOpbIE HE BIOJIHE COOTBETCTBYIOT COBPEMEHHOU MEXKIYHAPOAHOW TEPMUHOJIOTHH.

B anrnosi3eruHoi nurepatype TepMuH MAC He HCHONB3yeTcs KaK €IUHOE
MOHATHE, II03BOJISIIOINEE OOBCIMHUTH BCE TEMOJAMHAMUYCCKH MajlO3HAYUMBIC
aHOMAJIMU COCTUHHUTEIPHOTKAHHOIO KapKaca M KjamaHHoro ammapara cepima [31].
Haubonee yacro nmpumMenstorcs Tepmunsl “cardiac abnormalities”, "structural heart
anomalies’, "cardiac anomalies’, "morphological abnormalities® u« "structural
cardiac abnormalmities'. Ho3onoruueckn 310 B OOJIBIIMHCTBE CIIy4aeB aHEBPH3Ma
mextpencepaHoi neperoponku (AMIIII), otkpeitoe oBanbHOe oKHO (O0OO),
YJIMHEHHBIN €BCTaXxWeB KjamnaH, ceTh Kuapu, BTopuuHbii epekT MexnpeacepaHon
IEPEeropoJIKK 1 Ipostarc MutpaisHoro kiamnana (IIMK).

Mpb1 nocuuTanyu BO3MOXKHBIM UCTOJIb30BAaTh TEPMUH «CTPYKTYpPHBIC aHOMAUU
cepaa» (CAC) kak Oosee OOIIMI, IMO3BOJISIONIMK HM30€KaTh OTrPaHUUCHUH,
uMmeromuxcsi B omnpeaeneHun «MAC», akieHTUpPysd OCHOBHOE BHHMMAaHHME Ha
JIOKa3aHHOM KJIIMHUYECKOM 3HAYMMOCTH TOW WM WHOW BHYTPUCEPACUYHOU
CTPYKTYPHI, UTO OnpeAesniIo nepedeHb oocyxnaembix CAC.

[Ipumepom moxer cayxutb [IMK, koTtopsiii 000CHOBAaHHO MOXET OBITh
otHeceH k CAC. Bmectre ¢ TeMm, B kauectBe MAC IIMK paccmarpuBaercs Kak
nuaro3 npu uckimouenun kiaccudunupyemsix HHCT u mepBuuHOrO cemeitHOro
MHUKCOMAaTO3HOTO / HEMHUKCOMATO3HOI'O IIMK IpU OIIPEJICIICHHBIX
IXOKapauorpauueckux napaMerpax - MOrpaHUYHOE NpoJIadHpOBaHUE CTBOPOK O€3
UX YTOJIILIEHWS W 3HAYMMOW MHTpajdbHOU peryprurauuu. B toxe Bpems, 1IMK B
kauectBe MAC  Hepenko CONPOBOXKAAET JpPYyrue  KiIacCUPUIUpPYyEMbIE U
HeKJIacCUu(PUIMpyeMble AUCIUIACTUYECKUE CHUHIAPOMBI. JIOTOMHUTENbHBIA HIOAHC —
ATO BO3MOKHOCTh MPOTrPECCUPOBAHUSI C BO3pACTOM HCXO0AHO He3Hauumoro [TMK.
Hcxona u3 BbieckazanHoro paccmorpenue I[IMK B cooTBeTcTByromem paszaene
U3IaHUS BO BCEX BO3MOXKHBIX MPOSBICHUSAX, HE IMPOTUBOPEYMUT IOCTABICHHBIM
LETISIM.

Eme omuH «oTkpbITHIIN» Bompoc — 310 Kiaccudukamus CAC. Crnepyer
KOHCTaTUPOBaTh, YTO COBPEMEHHBI YPOBEHb 3HAHWW HE TO3BOJSET MOJHOCTHIO
cTpykTypHupoBath kinaccudukanmuo CAC.

HepBBIe OIIMCaHUA IIPHUHAJICIKAT I1aTOJIOI'OaHATOMAM. O,Z[HaKO TOJIYOK K
HN3Yy4YCHUIO KJIMHUYECKOM 3HAYUMOCTH MOp(l)OJ'IOFI/I‘-ICCKI/IX OTKJIOHCHUH B pPa3sBUTHHU
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cepAlla U aopThl CBSI3aH C IIMPOKUM BHEAPEHUEM B KIWHUYECKYH) IPAKTUKY
sxokapauorpapuu u akTuBHbIM u3zyueHuem mnpoonembl HHCT. Ceroansininue
HAKOIUICHHBIE 3HAHHUS — 3TO PE3YJbTaT HAYYHBIX MCCIEIOBAHUNA KIMHUIKUCTOB,
CHEIUATICTOB IO COHOTpaduu, TaTOMOP(OIJIOTOB U TEHETHUKOB.

[lepBas knaccudpukauuss MAC, ocHoBaHHas Ha AaHHbIx Ox0-KI', Obuia
npennoxena ['nycaeBbiM C.®. u benozeposeiv FO.M. B 1997r. Ona Brimouana 29
aHOMAaJIU, KOTOpbIE OBUIM pacrpeiesieHbl NPEUMYIIECTBEHHO 0 aHATOMUYECKOMY
npuHIUIY. B mocnenyromeM Takoi aHATOMUYECKHM TIOXO IMOJABEPICsl KPUTUKE, HO
U MHBIE JOIOJIHEHUS K Kiaccupukauuy, Kk npumepy, rpagauus MAC no stuosnoruuy,
HE IPWKUIINCH B KIIMHUYECKOU ITPAKTHKE.

Bwmecte ¢ Tem, paGoTasi HaJ MaTepuaioM M CTaBsl BO IJIaBy yria KIMHUYECKOE
3HaueHue Tod wiaum uHoM CAC, Mbl OpHILUIM K BBIBOJY, YTO B psJE€ CIIy4acB
oobenuHeHue orpanudeHHoro uncia CAC BO3MOXHO 1O aHATOMHUYECKOMY,
ATUOJIOTUYECKOMY NPUHUUIY ¢ OAHOTHUIIHOCTBIO KIMHUYECKUX OCIOKHEHUM.
[TosTomy ObLu BbIAENEHBI npedcepouvie CAC — AMIIII, OO0, EK, cemv Kuapu,
omoenvHo - mnpoaancul knananos u ATAK. HecomMHeHHO, 4TO B mpouecce
JTaTbHEUINA HAYYHBIX UCCIEAOBAaHUN U HAKOIUJICHUS JAHHBIX, ITOT MepeyeHb OyieT
pacuIupsTbCsl M JAOMOJHATHCS, OCOOCHHO C Y4YETOM Iporpecca BU3Yyalu3allMOHHBIX
TEXHOJIOTUH.

CoBepIIEHCTBOBAHUE  3XOKapAHOrpaQUUECKON  JUArHOCTUKH, a TaKKe
IPOBEJICHUE MHOI'OLIEHTPOBBIX UCCIIEN0BAaHUI JOKHBI CIIOCOOCTBOBATH BBIPAOOTKE
€IMHOTO MHEHHS IO 3XoKapauorpapuueckum kputepusm Tol mnu uHo CAC,
ITpumepom CAC, wumeBlIel camble pPa3IMYHBIE KOJIMYECTBEHHBIE NapaMeTpBhl,
apisiercs AMIIIL.

AHaJIoTH4YHasl CUTyallds KacaeTcs pa3HOpPEUrid B cTpaTU(PUKAIIMU pHCKa TPH
CAC. Tak, xapaumorpombosMOoIuyeckue ocioxHeHus xapaktepusl mis OO0,
AMIIII, cetn Kuapu. OmHako dacTtoTa 3THX OCJIOKHCHHH M JOKaszaTenbHas Oa3a
CYHIECTBEHHO Pa3JINYaOTCH.

ObocHoBaHHBI HWHTEpeC MpeacTaBisier pa3paborka npodbirembr ATAK,
KOTOPBIN YK€ JIOCTaTOYHO OOOCHOBAaHHO MOXHO pacCMaTpUBaTh Kak MPEIUKTOP
panHero ckieporuueckoro nopaxenus AOK, 4To OTKphIBAET HOBOE HAIPABICHUE B
PELIEHUH 3TOM CIOXKHOM MPOOIEMBI.

AHanu3 UMEIOIMNXCS JAHHBIX YKa3bIBa€T Ha HEOOXOJUMOCTb pa3rpaHUYEHUS
nepeuns (kinaccupukanun) MAC y neTeid U B3pOCibIX, TaK KaK HEKOTOPbIE M3 HHUX
(manpumep, OO0, EBcTaxueB KiamnaH) paclieHUBAIOTCS JI0 ONPEICIICHHOTO BO3pacTa
KaK BapUaHT HOPMBI JETCKOTO OpraHru3Ma, HO COXPaHsSICh B 3peJIOM BO3pacTe, MOTYT
UMETh 3HAUYMMBbIE KIIMHUYECKUE TTPOSIBICHUSI.

YyuThiBass UMEIOIIUECS HAIMOHAJIbHBIE PEKOMEHIAIUM, BOIPOCHI OOIIeH
muarHoctukn HHCT B gaHHOM wW3gaHum He oOcyxaanuch. Bmecte ¢ Tewm,
paccMaTpuBasi YaCTHbIE BOMIPOCHI KapAHOJOTMYECKUX U COCYJIUCTBIX MPOOJIEM MBI
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HCXOOWJIIM K3 CHCTCMHOCTH IIOPAKCHHUA CT m O6H_[I/IX MMaTOrcHCTNYCCKUX
MCXaHN3MOB pa3BUTUSA ATOM MAaTOJIOTHH.

Ha ceropnsimHuii J1eHb HE TPEACTABISAECTCS BO3MOXKHBIM  OJHO3HAYHO
OTBETUTh B KaXJOW KIMHUYECKOW CHUTYAIlMd — UMEEM MBI JEJO0 C U30JMPOBAHHOMN
CAC wmm cnenctBuem cuctemuoro aedekra CT (Hacinemyemble MOHOTCHHBIC
3a00jieBaHMs WM 3a00JieBaHUs  MYJIbTU(AKTOpUAIBHOW  mpupoasl). Her
BO3MOXXHOCTH TE€HETHYECKOrO0 THUIHUPOBAHUS KaXKJOW HO30JOTMUYECKON €IUHUIIBI.
Bmecre ¢ Tem, HakomuBIIascs WHGOpMAIMS O CaAMOCTOATENBHOM KIMHUYECKOM
sHaueHun psga CAC TpeOyer k ceOe NPHUCTAIBHOIO BHUMAaHUS CO CTOPOHBI
NPAKTUKYIOIINX Bpayeil BHE 3aBUCMMOCTH OT TOT'O BBIPAYKE€HA WJIM HET CUCTEMHOCTH
nopaxkeHusi. C apyroil cTtopoHsl, BbisiBIeHUE omnpenaeneHHbix CAC He JT0IKHO
paccMaTpuBaThCAd KaK dXOKapaAuorpaguyeckas HaxoJka, a TpeOdyeT OIeHKU
NalyueHTa ¢ Mo3ului uMmermuxcs ¢eHorunudyecknx kKpurepues HHCT  nmns
cBoeBpeMeHHOH nuarHoctuku onpeneneHubix HHCT, npu HEKOTOpBIX U3 KOTOPBIX
teyeHue CAC umeet 6osee HeOIAaronpUsATHBINA IPOrHO3.

Takum oOpa3zom, omupasich Ha OMBIT POCCUHCKHUX KOJUIET, MBI IOCTapajucCh
0000IUTh aHaANW3 3apyOeKHOM JUTEpaTypbl MOCIHCAHMX 5 5er, mpubIu3uTh M
UHTETPUPOBATh JaHHBIC HCCIEAOBAHUN 3apyOCKHBIX IICHTPOB B OTEUECTBEHHYIO
NPAaKTHYECKYIO ACSITETbHOCTb.

3.2. OCHOBHbIe nNUTepaTypHble UCTOYHUKMN.

JIns HanucaHus PYKOBOJCTBA HCIOJB30BAJIMCh CJIEAYIOIIME OCHOBHBIE
myOJTUKAIIIH
1. PykoBOACTBO 1O TMAarHOCTHKE W JICUCHUIO 3a00jeBannii aopThl EBpomeiickoro
obmiectBa kapauosoros 2014 rona [1].

2. PykoBoasmue mnpuHnunsl OXxoKI-omenku JIMIIII u oBajgbHOro OKHa
AMEpUKAHCKOTO 00IIeCTBO dX0KapAuorpaduu u oOIIecTBa CepAeYHON aHTHorpaduu
u uaTepsenuuit 2015 roma [*].

3. PyKkoBOJICTBO MO BEJACHUIO MAIIMEHTOB C KJIAMMAHHBIMU 3a00JI€BaHUSIMU Ceplia
AMEPUKAHCKOTO KOJUIEIXKa KapAuOJOTMM W AMEPUKAHCKOW acColMalu cepjia
2014 roga [*].

4, PykoBoACTBO 1O JieueHHWIO KIIalmaHHBIX 3aboneBanHuii cepama EBpomeiickoro
OomectBa  Kapauosoros / EBporeiickoit  Acconpanud — KapAHOTOpaKabHOM
Xupyprun 2012 roxa [*].

5. Pexomenmanuu 1o 53Xxokapauorpaduyeckol OIEHKE CTPYKTyp cepaua y
B3pOCIBIX.  OOHOBiIeHHass  uH(opmanus  AmepukaHckoro  oOImecTsa 1O
axokapauorpaduu u  EBponenckoun acconuanuu CEpIIEYHO-COCYIUCTOMN
pisyammsarun 2015 roxa [*].
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6. PykoBonctBo 1o cepaeuHoMy Y3M nOpu  BBINOJIHEHWH KOHTPACTHOM
sxokapauorpadun: chokycupoBaHHOE HA OOHOBIEHWHM AMEPHUKAHCKOTO OOIIeCcTBa

1o sxokapauorpadun 2014 roxa [*].

7.  PyKkoOBOACTBO MO JMArHOCTUKE M JICYCHHIO OOJBHBIX C 3a00JCBAHHUSIMU
rpyaHoii aoptsr 2010 roga [*].

8.  MexnyHapoJaHble PEKOMEHJAlMU JTUAarHOCTUKK CcuHApoMa Mapdana —
[enrckue kputepun (B pesmsun 2010 roma) [*].

9.  bBepnuHCKas HO30JIOTHSI HACICICTBCHHBIX HAPYIICHUN COCIMHUTEIBLHON TKaHU

1988 rona. (Beighton P. et al., 1988).

10. MexayHapoHble PEKOMEHIAIMN AUAarTHOCTUKH CHUHIApoMa Driepca — Jlanno —
Bumnsdpanmckue kpurepun 1998 roma [*°].
11. MexayHapoiHble PEKOMEHIAUU JUAarHOCTUKN CUHPOMA r'MIepMOOUIIEHOCTH

cyctaBoB — bpaittonckue kputrepun 1998 roma B mocnenyrorieit ux pesusuein R.
Graham 2000 roxa [*].

12. HacnencTBeHHBIC HAPYIICHUS COCAUHUTEIHPHOW TKAaHM B KapJAHOJIOTHHU.
Juarnoctuka u Jjedenue. Poccmiickue pexomenmanuu (I mepecmotp) 2012 ropa.
Paspabomanvr  komumemom  sxcnepmos  cexyuu  «CoeOuHumenNbHO-MmKaHHble
oucnaazuu cepoya» @PI'BY DI[CKD um. akademura B.A. Anmazosa npu Poccuiickom
kapouonoeuyeckom obuwecmee [*'].

13. Poccwuiickue pexkomeHnanuu «HacnenctBeHHbie W MyJIbTH-(PaKTOpHAIBLHBIE
HapYUICHUS! COCIUHUTENIBHON TKaHU y JETeil. ANropUTMbl AMArHOCTHKHU. TakTuka
Benenus. [IpoekT poccutickux pekomennanuii 2015 roga. Pazpaboman komumemom
IKCNepmo8 neouampuieckou epynnvl </fucniasusi coeOuHUmenbHoOlU MKAHU» Npu
Poccutickom nayunom obuecmee mepanesmos [ ] .

14. benopycckue HalMOHAJIbHbIE KIMHUYECKHE PEKOMEHJAnuu «JluarHoctuka u
JICYEHHE HACIEACTBEHHBIX U MYJIbTU(AKTOPUAIBHBIX HAPYIIEHUH COEITMHUTEIHHOM
TKaHU» npu Benopyccrkom obwecmee kapouonozos, 2015 2. [*] .

15. 3emmoBckuit D.B. u coaBT. Llukn paboT mo HacleACTBEHHBIM HapYIICHUSIM
COeTMHUTENIbHOM TKanu [31].

16. Axosnee B.M., HewaeBa I'.l. u coapt. Ilukn pabor 1o aucruiazuu
COCIMHUTENLHOMN TKaHHU.

17. PykoBoacTBO A Bpauel Mo OUCIUIa3UM coeanHutTenbHor Tkanu 2012 roga
[*]

18.  HammoHansHOE pyKOBOJCTBO IO HAaCIeACTBEHHBIM Gonesnsm 2012 roga [*°].
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4. NOrPAHNYHOE PACLUUPEHMUE, OUNATALUUA, AHEBPU3SMA
U PACCINOEHUE TPYOHOI'O OTOEJIA AOPThI

4.1. ANMAOEMUoNoruA

AHeBpu3Ma aopThl, B COBOKYMHOCTH OpIOITHOTO ¥ TPYAHOTO OTACIIOB,
SIBJISICTCS MIPUUMHON cMepTH oT 1% 1m0 2% Bcero HaceseHUs 3amaiHbIX cTpaH [46].
3aboneBaemMocth AI'A cocraBiaser =~ 10,4 ma 100 000 wen./ron. [47]. He
UCKITIOUAETCS, YTO OCTpas aopTabHAsl TUCCEKIHS MOXET 3aMacKHpPOBATh OCTPHIH
MH(papKT MUOKApJa U UCTHHHBIE HU(PBI 3200JI€BAEMOCTH MOT'YT OBITh 3HAYUTEIHHO
Boiie [48].

CraTtucTHYECKHE JaHHBIE O PACIpPOCTPAaHEHHOCTH T€HETHYCCKUX aOpTOMaTHI
HEOJHOPOJIHBI U HEMHOTOYUCIeHHbI. CorinacHo JIuTepaTypHbIX naHHbix 20-25% Bcex
cirydaeB API'A - pe3ynbTar reHeTHUecKol npeapacnoioxennoctu [49, 50 , 51 , 52,
53].

ExeronHoe unciio BHOBb BBIsSBICHHBIX AI'A coctaBiser ~ 3,2 — 5,3 ciaydaeB
Ha 100 000 nacenmenwusi, ¢ mpeoOnagaHueM JIOKAIM3AlUK B BOCXOJIAIEM OTHAENC U
ayre aopthl (~ 67%) [54].

CornacHo HamMoOHaNbHBIM cTatucTudeckuMm otdyetam CIHIA 3a0oneBaHus
aopThl BXOJAT BO BTOPOM JECATOK B crucke Beaymmx 113 mpuyuH cMepTeNbHBIX
ucxonoB [55]. B 00630ope Global Burden Disease 3a nepuon ¢ 1990 mo 2010 rr.
OTMEYEH POCT CMEPTHOCTH OT aHEBPHU3MBI U pacciioeHus aoptTel ¢ 2,49 no 2,78 nHa
100 000 yernoBek B roj, 0COOCHHO cpeau My>KuuH [1].

AXTyanbHBIX JTAaHHBIX IO MUIEMHOJIOTUU paccedeHuit aoptel (PA) maio. [lo
nanabeiM Oxford Vascular study, 3aboneBaemocts PA orienuBaercst B 6 ciiydaeB Ha
100 000 uen. / ron. 3aboneBaeMocTh PA 1 CMEPTHOCTH BBIIIE Cpeu MYK4uuH [ 56].

['enmepHblc W STHUYECKHE PA3IMYUs MO PACCEUEHUIO W Pa3phIBy aOPTHI IS
reHetudeckux Gopm API'A He ycTaHOBIIEHBI.

KIIFOYEBBIE TITOJIOXKXEHMU . VY nennHbIi BEC T€HETUYECKU
nerepmuanpoBaHHbIX APT'A cocraBisier 20-25%, uto npennosnaraet 60Jee BHICOKYIO
pacnpocTpaHEHHOCTh, Ye€M TMPUHIATO CUYWUTATh HA TMPaKTHKE. [PYIHOCTH
CTaTUCTHUYECKOTO aHaimu3a OOYCJIOBIEHBI HEIOCTATOYHON HHGOPMHUPOBAHHOCTHIO
IIPAKTUYECKOTO Bpada o HacieAcTBeHHBIX ¢opmax API'A; orcyTcTBHEM Win KpaliHe
OTPaHUYCHHBIMHA BO3MOKHOCTSIMU MOJICKYJISIPHO-TEHETUUECKON JTUATHOCTHKH.

4.2. HOPMAJIbHAA AHATOMUA N MOP®OJIOINNA
KOPHA U BOCXOOALWLEIO OTAEJIA AOPThbI

Kopenv aopmwvl cOCTOMT W3 MOAJNEPKUBAIOIINX CTPYKTYp s (PUKCALMH
CTBOPOK KJarnaHa M SIBJISETCS CBOECOOPAa3HBIM MOCTOM MEXAY JIEBBIM KEITYJOYKOM
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(JDK) u Bocxopsieii aoproit. AHaTroMudeckre yactd KA umeroT mopdosornieckue
OTINYHUA KaK OT TyOYyJISIpHON 4acTH aOpTHI, TaK U IPYT OT ApyTa.

Kopenb aopThl BKJIIOYAa€T TMATh KOMIOHEHTOB: (UOPO3HOE  KOJBIO
aopranpHoro kmamaHa (@K AoK), cTBOpkM aopTajgpbHOrO KianaHa, CHHYCHI
BasbcanbBel, TpeyrobHbBIC IPOCTPAHCTBA (MEKCTBOpYATHIC TPEYroJbHUKHU) ['eHte u
cuHOTyOYyIsipHOE coenuuenue wim rpeoers (CTI) (puc. 2.1) [57].

J 1
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et

Craopra

Cuuory0ynapHoe coejiHeHHE Kommuceypa

Cunyc Banscansem
[lpuKpenienne cTBOPKH L

Kopens a0pTel  Bocxoasmuii oTen aopTsr

MeRcTROpIATHIH TPEyroMbHANK

Konbuo

Puc. 2.1 - Aopmanvusiii k1anan. mpu cmeopxu, KOpeHb aopmuvl — 6Ce KOMNOHEHMbL. CUHYCbL
Banvcanvevl, cunomybynsipnoe coeduneHue, GuoposHoe Koabyo, HPUKPenIeHue Cmeopok,
CMBOPKU, MEHCCMBOPUAMbLE MPEY20NbHUKU.

VY 310pOBBIX B3POCIBIX JIFOJICH TUAMETPBI KOPHS A0PTHI OOBIYHO HE MPEBBIIIACT
40 mM. Pa3mep aopThl 3aBUCHUT OT TpYIIbl (aKTOPOB, BKIIOYAIOMICH B ceOs 1Mo,
BO3pacT, IUIOMAAb TOBEPXHOCTH TeJIa M apTepuaibHoro jaasiienus [58, 59, 60, 61,
62, 63].

TyOynsipHass 94acTh BOCXOSINErO OTHENAa aopPThl, OTHOCUTCS K apTepusiMm
DJIACTHYECKOTO THUIA, XapaKTePU3yeTCs BBIPAKECHHBIM pa3BUTUEM B CpEIHEH
000JI0YKE 3JACTUYECKHX CTPYKTYpP, YTO TO3BOJISIET PACTSATHUBATHCS IPHU CUCTOJIEC
Cep/Iia ¥ BO3BPAIIaThCsl B HCXOTHOE MOJIOKEHHUE BO BPEMSI TUACTOJIBI.

[Tpu cpaBHEHWU Pa3IUYHBIX OTACIOB A0PThl HAOJIOJACTCS MPOrpecCHBHOE /
MIOCTENIEHHO KOHYCOOOpa3HOe yYMEHBIICHHE e€ TuaMeTpa OT CHHYCOB BanbcanbBhl K
oudypkauu.

T'ucmonoaust cmenxu aopmei.  MICTOIOTHYECKU CTEHKA AOPTHI COCTOUT U3 TPEX
CJIOCB. UHTUMBI, TYHUKH MEJUH U aJ[BSHTHUIIHH.
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NHTrMa BBICTIIaHA CIUIOMIHBIM CIIOEM 3HAO0TEIHANIbHBIX KJIETOK. B oTcyTCcTBUHE
dbopManbHON BHYTPEHHEH DJIaCTUYECKOM MeMOpaHBbl, OTPOCTKH J3THX KIIETOK
COCAUHSIIOT UHTUMY CO CpeIHEe 000JI0UKOM.

Cpenusisi 000704Ka - CaMblii HPOYHBIH KOMIIOHEHT aOpPTaJIbHOM CTEHKH,
CTPYKTYPHBIMH KOMIIOHEHTAMH KOTOPOMW SIBJISIFOTCSI 2JIACTUYECKUE U KOJUIareHOBBIC
BOJIOKHA (cocTaBysiioT 1Mo oTaebHOCTH 1Mo 20-30% o61iero o0beMa CTEHKH aopThI).
I'magkomeiieunbie Kietku ('MK) — enuncTBeHHbIC KiteTkH Meauu (5%0), SBISIOTCS
VMCTOYHUKOM BCEX COCTABJISIOMIMX 3TOro ciosi. @yHkimonanbsHo ['MK kiieTku aopThl
B3aMMOCBSI3aHbI C 3JJaCTUYECKUMU IJJACTUHAMH U UTPaAsl pOJb KPYTOBBIX MBIIIILI.

DnacTUYeCKMe  IMUIACTUHBI  MPEJCTaBISIOT  COOOM  KOHIEHTPUYECKH
pacroiokeHHbIe (PeHeCTPUPOBAHHBIC MEMOpaHbI (J1aMesuIbl), COOCTBEHHBIC BOJIOKHA
KOTOpBIX nmeperieralorcsa. Clou  yIepKUBAIOTCA BMECTE MEXJIaMEUISIPHBIMU
COCMHUTEIbHBIMUA BOJOKHaMH. Kak namemisipHble, Tak W COEIUHUTEJbHBIC
3JaCTUYECKHUE BOJIOKHA OKPY>KEHBI CEThIO TOHKUX KOJUJIAT€HOBBIX BOJIOKOH.

CyuiecTByeT KOHUEMIMS JaMEUISIPHON €AUHUIBI CpeaHed 00O0JI0YKU AOPTHI.
OHa coCTOMT W3 JBYX MapajulesibHBIX 3JACTUYECKUX IUIACTHH, COCAMHSIONIMX HX

anmactuueckux BoaokoH, MK, a takke KoiurareHoBBIX BOJIOKOH | w ||l ThmoB m
MPOTEOTIUKAHOB, 3AMOTHSAIONIMX MPOCTPAHCTBO MEXKTY IJIACTUHAMM.
Hpyras cocTaBismoomias CpeaHeil 000JI0YKH aopThl — MHUKPOPUOPHUILILL.

['maBHBI MX KOMIIOHEHT - TJIMKONPOTEWH, (PUOPWLINH, MOJICKYJISIPHBIC IEMOYKHU
KOTOPOTO 00pa3yloT CEeTh OTACJIbHBIX BOJIOKOH, OKPYXAlOIUX amMOp(dHBINA 3J1acTUH
MEJUU a0PThI.

AJNBEHTULIMA COCTOUT U3 PBIXJIOW COCIUHUTEIBLHOM TKaHU C HEOOJIbLIUM
KOJIMYECTBOM DJIACTUYECKUX BOJIOKOH, MBIIMIEYHBIX KJIETOK U Makpodaro. Camsbie
HApY>KHbIE AJIACTUYECKHE JIAMEJUISIPHBIE IUIACTUHKU OTACIISIIOT MEIUI0 aOpThl OT
TOHKOT'O aJIBEHTULIMAIBHOTO CJIOS.

Vasa vasorum, Oepyiue Hadajio OT CETH COCYJOB, PACIOJOXCHHOH B
aJIBEHTUIINH, MPOHU3BIBAIOT HAPYKHYIO TPETh MEIUM U PA3BETBISIOTCA MEXKIY
HApY>XHbIM M CPEAHUM €€ CIOosMU. MMmeHHO 6 2mom Mmecme U pa3eueaemcs
paccioetue.

KINOYEBBbIE NMOJIOXEHUA.

v KopeHb aopTbl - cobupaTeibHbIi TEPMUH, Hanboee NOHO OTPaXKaoLWMNA
MopPOoPyHKLUMOHANbHbIE OCOBEHHOCTU AMUCTaNbHOIO CErMeHTa BbIXOAHOro
TPaKTa NeBOro *Kenyaodka, AoK m NpoKcMmanbHOro CermeHTa BOCXOAALLEro
oTAena aopThbl.

v YuntbiBas, 4to KA ABNAETCA 3aNMpatoium 3/1eMEHTOM BbIXOAHOrO TpaKTa
K, uenecoobpasHo M3yyeHMe OAHHOMN CTPYKTypbl KaK eauMHOro aHaToMoO-
bYHKUMOHANBHOIO KOMMNJIEKCa.
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4.3. Otuonorus, hakTopbl pUCKa pasBUTUSA

Boigensitor hakTopsl pucka xiaccuieckue u 00yCIOBICHHBIC HACI€0CMBEHHbIM
KOMIIOHEHTOM.

Knaccuueckue: aprepuanbHas TMIEPTEH3Us, aT€POCKIEPO3, TPaBMbl AOPTHI,
BOCHAIIMTENIbHBIE 3a00JIeBaHMs, OEpEeMEHHOCThb. J[OMOJHUTENBHO paccMaTpPUBAIOT
paHee cyuiecTByromue 3adoneBanust aopThl win AoK, nepeHeceHHble onepauuu Ha
cepJle, KypeHue, Tylble TpaBMbl I'PYIHON KJIETKU U MCIOJIb30BAHUE HAPKOTHUECKUX
npernaparoB (HanpuMmep, yrnorpe0aeHre KoKanHa U aM(peTaMUHOB).

Hacneocmeennvie (00yCIIOBICHHBIC HACIEACTBEHHBIM KOMIIOHCHTOM):

- HaJM4YUC HACJICJACTBEHHOW IPEIpacooKEHHOCTH (CeMeiHbIN aHaMHe3
3a00JICBaHUN A0PTHI);

- conytctBytone HHCT;

- CONYTCTBYIOIIIME BPOXKJICHHBIC TOPOKHU / CTPYKTYPHBIC aHOMAJIUU CEpPJICUHO-
cocymuctoi cuctembl (JJAK, OoTKpbITBIH aopTaibHBIA MPOTOK B aHamuese, AMIIII,
MHOECTBEHHAs apTepraiibHasi u3BUTOCTh, [IMK u 1ip.);

- paHHEe Ha4yaJI0 3a00J€BaHMsI KOPOHAPHBIX U LIEpEOPOBACKYIISIPHBIX apTEPHIA;

- MOJIOJION BO3pACT.

Cunopomnvie API'A BBICTYNalOT KaK 4YacTh T'€HETHYECKOro CHHApoma /[
COIMYTCTBYIOILIETO IUIEMOTPOMHOrO MPOSBICHUS TPU CHUHIPOMHBIX MOHOTE€HHBIX
HHCT (cunmpom Mapdana (MDPC), cunmpom Jlyuca-Jdutma (JIAC) wu ap.).
®opmupoBanue API'A npu yxazanueix cuHapomHbix HHCT y monompix nwn,
OTMEUaeTCAd NPEUMYIIECTBEHHO Ha (POHE MHOXXECTBEHHBIX AaHOMAJIMWA CTPOEHUS
IPYTUX OPTaHOB U CUCTEM.

Pacnpocmpanennocme cAPI'A ¢ ux pannum oebromom npu HACA€OCMBEHHbIX
cunopomax cocmasnsiem < 5% om ecex ¢hopm anespusm.

B ocHoBe cAPI'A nexar, Kak IpaBUIIO, MOHO2eHHble Oeghekmbl benkos BKM,
HacllelyeMble TPEUMYIIECTBEHHO 10 ayTocOMHO-AoMuHaHTHOMY (AJ]) - u pexe
ayrocoMHo-perieccuBHoMy  (AP) tmmam  HacnmenoBaHus.  CumrTaercs,  4TO
renetnyeckuii marrepH cAPI'A mpennonaraer A/l-tun nHacnemoBanusi B 38%, X-
cBsi3aHHBIN - 23%, peueccuBHbIil — 27%, npyrue —B 11,5% cinyuaes.

bonpmuacTBO 7M1l ¢ CAPI’A MMeroT OOJBHBIX POAMTENCH, JETH KOTOPHBIX
umeroT 50% 1maHc yHacien0BaTh FeHETUYECKYIO TPEAPACIIONOKEHHOCTD.

Ceronnst u3BectHa Oonpmas rpynna mMoHoreHHeIx HHCT, compspkeHHBIX C
MyTallieil TeHOB HE TOJIBKO BHEKJICTOYHBIX OenxkoB BKM (kosmareHsl pa3iuyHBIX
TUNOB, (UOPWUIMH, TEHACKUH U Tp.), HO M MyTallMeil T'C€HOB TPaHCMEMOpPaHHBIX
HNPOTEUHOB (PELEnTOPOB POCTOBBIX (PAKTOPOB, MATPUUYHBIX METAJIONPOTCHHA3
(MMII) u mnp.), MyTanueil TeHOB BHYTPUKJICTOYHBIX WJIM ITUTOIUIA3MATHYCCKUX
oenxoB (Smad-6enku, punaMuH u mp.).

B tabmuie 2.1 npuBOAATCS MPUMEPbl OCHOBHBIX T€HETHYECKUX CHHIPOMOB /
HHCT, npu kotopeix API'A sBigercss ONOPHBIM IHATHOCTUYECKUM KPUTEPUEM
U/WI 00JIMTaTHBIM aCCOIMMPOBAHHBIM MTPOSBICHUEM.

31


http://www.ncbi.nlm.nih.gov/books/n/gene/glossary/def-item/genetic-predisposition/

Cemetinvle ghopmwl unu Hecunopomuwvle API'A nuarHoCTUPYIOTCSI B OTCYTCTBHE
KJIACCUYECKNX KIMHWYECKUX Ipu3HakoB cuHapomHbix HHCT, T.e. B orcyrcrBHE
M3BECTHBIX TeHeTndeckux cuapomoB (MDC, JIJAC, DJIC cocyaucroro tuna u Ap.)
[64] ¢ moarBepkIeHHBIM  3a00JIeBaHMEM IEPBOM  CTENEHH POJCTBA U
nokazaTesibecTBoM AJl-Tuna HaciaenoBanus [ 65].

Cocmasnaiom ~ 20-25 % om ecex ¢hopm AI'A.

[Ipy enMHWYHBIX cClly4asx aHEBpPU3Mbl B CeMbe - ceMmenHble HCAPI'A
pacUeHUBAIOTCS Kak cnopaouueckue. (COOTHECEHHME TMOCIEAHEH KaTeropum K
HecuHApOMHBIM API'A 00ycCii0BIIeHO OrpaHMYEHHBIMU UX MPOSBJICHUSIMU B a0pTeE.

CemeiiHasi CBSI3b C MOPAKEHUWEM aOPThl Y POJCTBEHHUKOB IEPBON JIMHHUU
BCcTpevaercs ¢ yactoroi g0 19-21 %.

Yacmuimu u necko pacnosnasaemvimu ¢axkmopamu pucka npu HcAPI'A,
ABNAIOMCI ACCOYUUPOBAHHBIE CEPOEYHO-COCYOUCTIbLE NOPAHNCEHUS:

o Ogycmeopuamotii | bukycnuoanvusiii aopmanvhoii kianan (JJAK),
o omkpwimblil apmepuanvisii npomox (OAII)
® panHue OKKII03UBHbIE YepeOpoB8acKYIaApHble 3a001e6aHUSL.

Tabmuua 2.1 - OchoBusie HHCT, nposiBasiiommecsi popmupoBanuem cunopomnsvix API'A
(reHbI H JOKYCHI, MYTAIINH, KOTOPbI€ HX BHI3LIBAIOT, OCHOBHbIE KJINHHYECKHE MPU3HAKH)

3aboneBanue Tun I'enbr benku Xpomo- | DenoTun
HacJie- (5x30HbI) (cnetduueckue | comuniii | MIM
JIOBaHUS JIOMEHBI) JIOKYyC *
BHekJieTouHbIE OeJIKH
Cunapom Mapdana, ALl FBN 1 bubpumme-1; 15g21.1 | 154700
COL1A2 | o2 uenu KosiareHa
(5% | Tma
CIIyYaeB)
Cunapom atpodun AP EFEMP2 ¢bubynun-4 11913.1 | 614437
(Bstmoctn) koxum / Cutis laxa,
1B tun
Dnepc-Jaunno, |V tun AJl COL3A1l | ol uenu komrarena | 2932.2 | 130050
[l Tuma
TpancvMeMOpaHHbIE IPOTEUHbI
Cunpgpowm Jlyuca-Jlutna, AJl TGFBR1 TGFB-R1 9022 609192
tun 1A (TGF-B petenirop
(601e3up Depionra) tuma 1)
Cunnpowm Jlyuca-Jlutna, AJl TGFBR1 | - 9922 608967
THIn 2A
Cunapowm Jlyuca-Jlutia, All TGFBR2 TGFB-R 2 3p22 610168
tun 1B (TGF-B peuenrop
TUA 2 THUIIA)
Cungpowm Jlyuca-/lutna, AJl TGFBR2 | - 3p22 610380
tin 2B”
Cunpapowm Jlyuca-Jlutna, AJl TGFB2 TGFp2 14l 614816
THm 4
Cunnpowm Jlyuca-Jlutna, AJl TGFB3 TGFB3 14924.3 | 615582
THIT S
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http://omim.org/geneMap/15/174?start=-3&limit=10&highlight=174
http://omim.org/entry/154700
http://www.omim.org/entry/614437
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http://www.omim.org/geneMap/14/334?start=-3&limit=10&highlight=334
http://www.omim.org/entry/615582

CuHapoM apTepHaibHOM AP SLC2A10 TpaHCIIOPTEP 20013.12 | 208050
W3BHJINCTOCTH TII0K036I, THI 10
[TonuKrCcTO3 MoYeK AJl PKD2 TTOJIUTIMCTUH-2 4921 173900
BHyTpHuK/IeTOYHbIE (IIMTOILIA3MATHYECKHE) DeJIKH
Cunapowm Jlyuca-Jlutna c AJl SMAD3 MADG 15¢22.33| 613795
0CTe0apTPUTOM, THIT 3
Cunapowm Jlyuca- Jlutma AJl SMAD4 MADG 18921.2 | 175050 -
¢ 060J1e3HBIO MHTPAJTLHOTO
KJIaTlaHa
KoMOuHMpOBaHHBIC All FLNA OunamuH-A - -
KapHOJOTHICCKHE U
HEBPOJIOTUYECKHE
HaPYIICHHS

[ Ipumeuanue. * - nadopManus B TabIuIax MoJeKyIapHOi reHeTuk 1 OMIM moryT oTnuyaThes
ot sToro B apyrom mecre B GeneReview ¢ coxep:kanveM 0oiiee akTyalbHOM HH(pOpMAIyH, =
Panpie ObUT M3BECTHBIM Kak 2 THN cuHApoma Mapdana, ® © SMAD3-cBsi3aHHbIH AHEBPHU3MO-
OCTEOAPTPUT CHHAPOM, - - YaCTHBIl BAPHAHT TEUCHHUs IOBEHAIBHOTO IMOJMIO3a /| CHHAPOMA
HACITCJCTBEHHBI TeMOpparnyeckoi TeieaHrndkTasud (CM. mo TekcTy); T - pemepryap
KIMHMYECKUX TIPOSIBJICHUH HACTOJABKO Pa3HOOOpa3HbIM, UTO 3aTPyIHSET Pa3rpPaHUYUTH
KOHKPETHBIC TPUYMHHO-CICACTBEHHBIC CBSI3M M BKJIIOYACT: TEPUBECHTPHUKYISIPHYIO Y3JIOBYIO
FETEPOTONHUIO,  X-CIEIUICHHYI0O MHKCOMATO3HYIO  KJIamaHHYK  JUCTpodHI0, HEHPOHHYIO
[ICEBI000CTPYKIINIO KUIICYHUKA, TEPMUHAIBHYIO KOCTHYIO JUCINIA3UI0, CHHApOoMabHbIe APT'A.

Coxpawenus. AJl — ayTocOMHO-AOMHUHAHTHBIM;, AP - ayTocomHoO-peneccuBHbIM; COL3A1 -
Collagen Type lll, Alpha 1 (kommaren tum |11 tumna, ansda 1; EFEMP2 —ren EGF (snmaepmaibHOTO
(hakTopa pocTa)-comepKanuii GuOYIHHO-ITOMOOHBIN KCTPALEC/UTIOISPHBIN MAaTPUKCHBIN OEIOK 2;
FLNA — reH, KOOMPYIOIIMH akTUH-CBs3bBarommii Oenok ¢miramun (filamin A); PKD 2 — reH,
Komupyronmii 0eaok monumuctuH-2 (polycystin) - mpexncraBurens cemeirictea TRPL (transient
receptor potential) monnsix kananos; MADG (mothers against decapentaplegic homolog 3) - 6emok
[IpEeNIIECTBEHHUK MpoTuB 3 rTomojora Decapentaplegic; SLC2A10 — reH, KOAMPYIOIIUH
COFOTA0CIBLHBIN CEeMEHHBIN OCOoK mepeHocunka Tmoko3bl, THll 10; SMADS — BHYTPHUKICTOYHBIC
OeNKH, CITy)Kalue JUIss TPAHCIYKIMM BHEKJICTOYHBIX CHUTHAJIOB OT JIMTAHJOB B SJPO, TJEC OHH|
AKTUBHPYIOT TPAHCKPHMIIIMIO TeHa (KaHoHMuYeckwi kackan Smad OenkoB); TGFB -
TpaHCHOPMUPYIOMINHA POCTOBOM (hakTop-f.

MyTanuu B reHax, orBevaroniye 3a komnaptmMeHT BKM u ygacTByronmx B
passutuu cAPT'A (FBN1, TGFBR1 u TGFBR2 u n1p.) peako BCTPEUYarOTCs B CEMbSIX
U criopaandeckux namuenTax ¢ HCAPT'A [66, 67].

OTHOIOTHYECKUM MOMEHTOM HCAPI'A mpeuMyliecTBEHHO SIBIISIFOTCS HEIABHO
OTKPBITBIE MYyTallid B T'€HAX, OTBETCTBEHHBIX 332 KOMNOHEHMbl COKPAMUMENbHO20
annapama cocyoucmoix I' MK aopmoel. 3aHUMAalOT 3HAYUTEIBHBIN YICIbHBIA BEC U
ele  HEAaBHO  pacCMATpUBAIMCh KAk  mpodOiiemMa  JIeTeHepaTWBHBIX [
aTepockiiepornueckux popm APT'A.

Oddextt MyTanuii B OCHOBHBIX reHax HCAPI'A  wuaeHTudUIIMPOBaHBI
CIeAYIOIIMM 00pa3om:

° Myrtauun B  MYH11 (koaupyromiemM TsOKEIyr0 I€lb  MHO3MHA,
obpasyromyiocs B 'MK) accoruupoBanbl ¢ API'A u OTKPBITEIM apTepUaIbHbIM
npoTokom [ 68].
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http://omim.org/geneMap/20/292?start=-3&limit=10&highlight=292
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http://www.omim.org/entry/613795
http://www.omim.org/geneMap/18/163?start=-3&limit=10&highlight=163
http://www.omim.org/entry/175050
http://en.wikipedia.org/wiki/Protein
http://en.wikipedia.org/wiki/Ligands

Myrammmn B ACTA2 (xomupyromem ['MK-cneunpuanblii anbda-akTuH)
BcTpeuatoTcss y OonbHbIX ¢ API'A, umerommx uieMudeckyro 00Je3Hb cepala
(UBC), uncynsTel 1 601e3H6 Mos-Most [69,70].

o Myrtanun B MYLK (komupyromeM KHHA3y JIETKOH IeNMH MHO3MHA)
npuBoaAT K PA ¢ HE3HAYUTEIBHBIM PACIIMPEHUEM aOPTHI WU 0€3 TaKOBOTO
[71].

° Myrtammn B PRKG1 (komupyromem PKG |, nl'M®d-3aBucumyro
NpoTeMHKNHA3y Tuna |, koropas ympasaser paccnabnenuem [MK wu
nposiBiisieTcst ipu AT'A 1 ocTpbix PA y OTHOCHUTEITEHO MOJIOBIX JIUIL [ 72].

o Myrammmun B MFAP (koaupyromem MHUKpOGHOPHUIII-aCCOIIMMPOBAHHBIN
[JIUKONPOTEUH 2 - KOMIIOHCHT 3JaCTUH-aCCOIMUPOBAHHBIX  ((UOpHILITHH-
conepxanux) mukpopuodpwur BKM); mposBistorcs dpopmupoBanuem AIl'A
(paccioeHure peaKo) ¢ HEKOTOpPhIC MEPEKPHITHEM C CHHApPOMOM Mapdana s
CKEJICTHBIX MposBIieHui [ 73].

o Myrtammn B MAT2A (komgupyromieM KaTaJuTHYCCKYI CyOBheIHHUITY
BHEINCYCHOYHON METHOHMH TpaHCcdepasbl, KOTOpas KaTalu3upyeT OMOCHHTE3 S-
anenosmwMmerrnonuHa (AdoMet mn SAM) u3 metnonnna u AT® [74] — penxuii
reHetnueckui Bapuant API'A, Bctpevaromuiicsa B cembsix ¢ JJAK.

o Myrauun B TGFBR1 / TGFBR2, xoaupymoomux  peLenTopbl

tpanchopmupyromiero ¢gakropa pocra-oera 1 (TGFB-R1) unu 2 (TGFB-R2), ¢

NPEUMYIIECTBEHHO OTPAaHUYCHHBIM TMOpPaXECHHUEM - aHEBPU3MOW T'pyIHOU

aopThl, O€3 KITaccuueckux KimHudeckux npossienuii JIJIC [75].

Takum oOpa3zoMm, B Hacrosiiee BpeMs B pyOpuky cemeiinbix API'A ¢
M3BECTHOW MOJICKYJIIPHOW OCHOBOM BKIJIFOYAIOT / 3a00JIEBaHWM M, COOTBETCTBEHHO,
OTBETCTBEHHBIX LEJEBbIX / TeHOB. JIOMOJHUTEIBHO OMMUCHIBAIOTCS JIBa JIOKyca Ha
apyrux xpomocomax 5013-14 (AAT2) u 11023.3-24 (AAT1), ogHako HX IEJCBBIC
T'CHBI HE YCTaHOBJICHBI [ 76, 77] (Tab. 2.2).

Hecungpomubie API'A neMOHCTpUPYIOT, Kak YK€ yKas3blBasloch, AJ[-1yTh
nepepady ¢ OONBIION  KIMHUYECKOW  BapUaTUBHOCTHIO /  BapuaOelbHOMU
9KCIIPECCUBHOCTBIO (0OCOOECHHO Yy JKCHIUH) U CHUKCHHYIO TICHETPAHTHOCTD (4acTOTY
NPOSBJICHUS I'eHa B IPU3HAKAX).

[TonHast MEHETPAaHTHOCTH OTMEYAETCS TIPU MyTalusX B Jokyce AATIL.

CHmKeHue TeHETPAaHTHOCTH HalOrogaeTcs B ceMbsix ¢ mytanusmMu B ACTAZ2,
MYH11, TGFBR1, TGFBR2, MYLK 1 SMAD3 u B ceMbsX ¢ MyTallUsIMU B JIOKYCE
AATZ2, B nepByIo o4epe/ib y KEHIITUH.


http://enzyme.expasy.org/EC/2.5.1.6
http://enzyme.expasy.org/EC/2.5.1.6
http://enzyme.expasy.org/EC/2.5.1.6
http://www.ncbi.nlm.nih.gov/books/n/gene/glossary/def-item/penetrance/
http://www.ncbi.nlm.nih.gov/books/n/gene/glossary/def-item/locus/

Tabnuma 2.2 — I'eHbI M JIOKYChI CBA3aHHbIE ¢ Hecunopomuvimu | cemeiinvimu APT'A
(3a00J1eBaHMS C H3BECTHOM MOJIEKYJISIDHO OCHOBOI); KJaccHUKAIMSA W THII HACJIeJOBAHUSI

O06o3HaueHUE TeHA Hons fTAAD, |Xpomocomusrii| @eHOTHII benok Tum
(ampTepHATHUBHEIE OTHECCHHas K JIOKyC * OMIM Hacle
Ha3BaHUS, CHMBOJIbI) MyTAaIHsIM B OBaHMS
OMIM TAHHOM T'€HE
HewuspecTHbIi HJT 11923.3-24 | # 607086 HJI AJl
(AATL1,FAAL) # 607086
HewusBectHbiit H 5013-14 # 607087 HJ All
(AAT2,FAA2) # 607087
TGFBR2 (AAT3,MFS2, ~3-4% 3p24.1 #610168 |TGFB-R 2(TGF-| A
LDS2B) # 190182 59 % OeTa-perenropa
tumna 1)
MYH 11 (AAT4, FAA4 + ~1-2% 16p13.11 # 132900 B-MHC - ALl
PDA) # 160745 muo3ua ['MK
TGFBR1 (AAT5ALKS5 ~1-2% 9022.33 #609192 | TGFB-R 1(TGF-| Al
LDSI1A, MSSE)# 190181 Oera-perenropa
tumna 1)
ACTA 2(AAT6,ACTSA 10-14% 10023.31 #611788 | o-aktun IMK | AJ]
MYMY5) # 102620
MYLK (AAT7) # 600922 ~ 1% 3021.1 #613780 MLCK ALl
PRKG1, PRKGI1B, HA 10911.2-921.1 | #615436 | cGKIl-apha ALl
PRKGRI1B (AATS)
# 176894
MFAP (AAT9) H/T 12p13.31 # 616166 MAGP2 AJl
# 601103

Ipumeuanue: * - nadopmaius B Tabaumax mMonekyspHor reneTukd 1 OMIM MoryT oTnudarbces
0T 3TOT0 B Apyrom mMecte B GeneReview ¢ cogep:kanueM Ooliee akTyaabHONH HHPOpPMALIUH.

Coxpawenus. TMK - rnagkomsitieunsie kaetku; HJI — HeT manubIx; ACTSA (alternativetitles;
symbols: actin, alpha-2, smooth muscle aorta; ACTA?2) - anbTepHaTHBHbBIC HA3BaHUS: aKTHH,
anb(da-2, riaagkombliiedrbie kKieTku aoptel; ACTAZ2; ALKS, activin receptor-like kinase 5 -
aKTHUBHH PEIENITOPCBsI3bIBatoNIas KiHasa; FAA, familial aortic aneurysm — cemeiinbie aHeBpU3MBbI
aoptel; AAT, aortic aneurysm thoracic — rpynHbie aHeBpu3MbI aopThl; LDS, Loeys-Dietz syndrome
— cunapom Jlyuca-/lutna; MFS2, Marfan syndrome — cunapom Mapdana 2 tuna; MFAP,
microfibrillar-associated protein 1 - MukpopuOPHUILT-aCCOITMMPOBAHHBIN TIUKOMPOTEHH; MLCK
(myosin light chain kinase) - kuna3za, koHTpoIUpyIoIIas KOHTpakTHIbHYI0 (yHKIHI0 MK nerkux
neneit MuosuHa; MAGP2, microfibril-associated glycoprotein-2 - mukpoduopusi-
acCOIMMPOBaHHBIN TIHKoNpoTerH; MSSE, multiple self-healing squamous epithelioma -
MHOECTBEHHAsI CAMO3aKUBJISIONIASACS IUIOCKOKIJIETOUHAs 3nuTenuoma; MYMY 5, Moya-Moya
disease — 6one3up Moiis-Motist; PDA, patent ductus arteriosus - oTKpbIThIi apTepHaIbHbBIN MPOTOK;
PRKG1, protein kinase, cgmp-dependent, regulatory, type | - koaupyromue ul M®-3aBucumMbie
pEryJIATOPHBIC MPOTEHHKUHA3BI, THII |.

Haubonee wacmo cpeou nayuenmos ¢ HcAPI'A ommeuaromes mymayuu 6 2ete
ACTA2 — 14% u TGFSR2 — 6 5-9% cayuaes [ 78]. MyTauuu B Ipyrux W3BECTHBIX
3aMHTEPECOBAHHbBIX I'€HaX BCTpeuaroTcs He yane 1-2%.
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http://omim.org/entry/607086
http://omim.org/entry/607086
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http://www.omim.org/entry/607087
http://www.omim.org/entry/190182
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http://www.omim.org/entry/132900
http://www.omim.org/entry/190181
http://www.omim.org/entry/190181
http://omim.org/entry/190181
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=9&query=TGFBR1&qstr=TGFBR1&maps=snp,genes-r,pheno&zoom=2
http://www.omim.org/entry/609192
http://www.uniprot.org/uniprot/P36897
http://www.uniprot.org/uniprot/P36897
http://www.uniprot.org/uniprot/P36897
http://www.omim.org/entry/102620
http://www.omim.org/entry/102620
http://omim.org/entry/102620
http://www.ncbi.nlm.nih.gov/projects/mapview/maps.cgi?taxid=9606&chr=10&query=ACTA2&qstr=ACTA2&maps=snp,genes-r,pheno&zoom=2
http://www.omim.org/entry/611788
http://omim.org/entry/600922
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CHOpHBIMU OCTAOTCS MOMEHTBHI O IpUYAcTHOCTH K HCAPI'A myTtanuii B reHe
FBN 1, gyactora KOTOpBIX J0 HacTosmero BpemeHu HeusBectHa [79;80]. OueBnaHa
HEOJTHOPOJHOCTh M F€HETUYECKHUX JIOKYCOB. JIOKyC u reHsl, Boiiekaemblie ipu AAT1
(FAAL) / AAT2 (TAADI) no Hacrosiiee Bpemsi Hen3BeCTHBI [ 81].

Ha cecoonswmnuii oenv ~mumn 20% cpeou ncAPI'A npuxooumcs na mymayuu 8
U3BECHBIX 2eHaX, 4MmoO NooduepKusaem O0080JbHO WUPOKUU UX (HeHOMmunuueckKuil
cnexkmp [ 82].

KIKOYEBBIE NMOJIOXEHUA.

v' Tenernueckuwe 3a00JICBaHUs, MOPAXKAIOUIME aAOPTY, pPa3IesIOTCS Ha JIBE
KATETOPUU: CUHIPOMHBIE U HECUHJIPOMHBIE.

v O6e GopMsl, B 11e510M TTOKa3bIBaOT AJ[-THIT HAacIeA0BAHMUS.

v' I'pyansle aHeBpU3MbI aopThl, B oTiauure or ABA, Goiee 4acTo CBSI3aHHBI C
HACJICICTBEHHBIMU BIUSHUAMH W PEXKE TMOKA3bIBAIOT OOJIMraTHBIE aCCOIMAIMU C
KJIACCUYECKUMHU CEPJIeYHO-COCYAUCTHIMU (paKTOpaMu pPUCKa.

v B ocHoBe mHmnmmpytomnux coObitii HCAPI'A nexar monexkymsipHble, TOTIa
Kak B ocHoBe CAPI'A — kak mpaBuiio, reHeTu4eckue 1e(eKThl.

v Cungpomusie u Hecunapomusie (opmbl API'A 3agactyro umeroT oO0mui
[IaTOr€HETUYECKU (POH, MPU 3TOM Ha MPAKTHKE UX TE€HETHYECKash OCHOBA OCTAETCA
4aCTO HEPACIIO3HAHHOM.

v' VYV MONOIBIX TMAliEHTOB MpPH OTCYTCTBUM WICHTH()UKAIIMK KIACCHUCCKUX
THOJIOTHYECKUX  (akTtopoB pucka Al'A, B mepBywo ouepenb JOKEH
paccMaTpUBaThCA HACJEICTBEHHbIM KOMIOHEHT 3aboneBaHus. OJHOBPEMEHHO,
HOJATBEPKIACTCS W/WIIM UCKIFOYASTCSl HAIMYHE JBYX KATETOPUM - CHHIPOMHBIX
u/unm ceMeHbIX HeCHHAPOMHBIX APTA.

4.4. NATOTEHE3 WU MONEKYNAPHO-NrEHETUHECKUE
OCHOBbl CUHOPOMHbIX W HECUHOPOMHbBbIX (CEMEUHbIX)
APTA

[Tatorenetnueckue wmexann3mbl API'A  MHOXECTBEHHBI M COIPSIKEHBI C
MyTallieid TEeHOB, YYacTBYIOIIMX B CJOXHBIX Ipoleccax cOOpKH | pacmaja
komnoHeHTOB BKM  (KoJutareHOBBIX M HEKOJIJIAareHOBBIX OeiakoB (puOpuininHa,
(GuOpoHEeKTHHA, TeHacuMHA W Tp.), (pepMEeHTOB HuX OHOCUHTE3a (MATPUYHBIX
metauonporenHad (MMII) U uxX HMHrHOUTOPOB, MOCTTPAHCISAIMOHHBIX IH3UMOB
KOJUTAr€HOBOTO CHHTE3a), TCHETHUYSCKUMH U MOJICKYJSPHbIMH JeeKTaMu OeJIKOB,
yuacTByrouumMu B peryisiuu mopdoreneza CT (dakTopbl pocTa, UX peUenTopsl,
AQHTArOHUCTBI, TPAHCKPUIIIMOHHBIE (akTopbl) [83].

B wmenoM, coBpeMEHHbIE HU3BECTHBIE MOJIEKYJsIpHbIE acnekThl HCAPI'A u
reHetndeckue gedexktsl cAPI'A  mpenctaBieHbl  TpeMs  MHUIUUPYIOIIUMHU
COOBITUSIMU:
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® nanuuuem Oeghekma coedunumenvHou mranu (MoaeKyn 6HeKIemoUHO20
mMampuxca);

o crnuocenuem TGF-b6ema cuenanunea («KTGFp-napaookce»);

e napywennou coxpamumocmu I'MK.

[Ipy BceM TMEpPEYUCICHHOM MHOTOOOpa3Wyd TEHOB, BOBJEKAEMBIX B
BBIIICTICPEYUCIICHHBIE ~ MHOXECTBEHHBIE  JTHOMATOTCHETUYECKHE  MEXaHU3MBI
passutuss AJI['A, Oyap 3TO HapylieHHWs aHOMaIWW (ISHO3UIMM W Tp.) W/WiaH
JIACTUYCCKUX WM  KOJUIArGHOBBIX  BOJIOKOH, HW/MJIM  KOJUIAr€HOIOJIOOHBIX
(bubpmsipHBIX) OeKoB, perynsitopoB Mopdorenesa CT u nip., 6 Hacmosiwee pems
ommeuarom 4emKo O0OO3HAYUEHHYIO NO3UYUIO  NAMOLOSUYECKOU AKMUBHOCMU
Monekyniel  TpaHcopmupytomiero  pocroBoro  dakrtopa-p  (TGFB), xoropas
npuoOpeTaeT CBOEOOpa3HblE YEpPThl «MHOTOJUKOCTH» C IIMPOKUM CHEKTPOM
KIMHUYecKux mpossienuii [84, 85, 86 , 87, 88, 89] m ocobeHHO aopTabHBIX
AHEBPU3M.

[IpocTpaHcTBEHHAass U BpPEMEHHAsl aKTUBAIUS MYJIbTUIOTEHTHOIO ITUTOKWHA
TGFp, urpaetr BaxHyI poJib B HOMOPHOTEHE3€, Pa3BUTHS U HOPMAJIBLHOTO TOMEOCTa3a
CT. SBnssace MOmynsTOpOM KieTOYHOM mponudepanuu, muddepeHIIIpPOBKU U
anonto3a, TGFf ydacTByer B MMMYHHOW PETyNIAllMM U WHIYKIIUA MaTPUIHOTO
CHHTE3a  MHOXXECTBeHHbIX  Mosiekysl BKM  (pubpoHekTnHa,  KoJIareHa,
npoTteoriukaHoB u mp.) [90, 91].

BaxxHO mouepKHyTh, 4TO HapsAy ¢ GUOPWIITMHO-, KOJUTAr€HOTATHIMU, TECHAs
cBs3b | GFB-curnanusanmeil oOHApy»XWUBAaeTCA U C IEIOCTHOCTBIO DIACTHYCCKUX
BOJIOKOH [92, 93, 94].

[IpuurHHO-CHeAcTBEHHOW CBs3b U (popmupoBanue API'A ¢ HapylieHusiMu B
curHanuzanuu T GFp nabmonaercs:

- TP HAPYIICHUSIX BHEKJIETOUHOU TpaHcaykuuu T GFB-curnanos (n30piTouHast
aktuBHOCTH T GFB1, MmyTanuu penenropos TGFp);

- TpU HapYyUICHUSX BHYTPUKJICTOUYHOW TpaHcaykiuu | GFB-curnanos
(napymieHust B curHaibHbIX «downstream» mytsax TGFP) depe3 KaHOHHYECKHE
(kmaccuveckrie) Wik HeKaHOHUYECKHe (HEKJIaCCHYECKHe) MY TH.

MyTtanu B TeHaX, OTBETCTBEHHBIX 3a HAPYIICHHS B TJIaJKOMBIIICYHBIX
DJIEMEHTAX IIUTOCKEJNEeTa aopThl, B YACTHOCTH KOMIIOHEHTOB COKPATHTEIbHOTO
armaparta cocyaucteix ['MK, SBISIIOTCS KIFOYEBBIMM MEXAHM3MAaMU B MOJIEIIAX
dopmupoBanus HCAPI'A (onmcanue cM. HIXKE).

KIMIOYEBBIE NMOJIOXXEHUA.

4 HoBble MonekynsapHble acnekTbl HECMHAPOMHbIX AlA U U3BECTHble reHeTu4eckmne
aedekTbl CUHOPOMHbIX dopm AlA obecneumBaloT KomnnekcHoe un 6onee nonHoe
BOCNpUATME MHUUMMPYOWKMX cobbitun  APIA, C BblgeneHnem Tpex K4YeBbIX
HanpaBneHun:

v - «geekTa» komnoHeHToB BKM,;
4 - HapyweHHoro TGF-6eTa curHanuHra;
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v HapyLleHNnA B KOMMNOHEHTAaX COKpaTUTESIbHOIo anrnaparta CoOCyaUCTbIX MK

4 MonekynsipHass reHeTuka 4enioBeka, Mnokasana npuMYacTHOCTb pPa3HOOBpPa3sHbIX
LUTOKMHOB K naTtoreHesdy API'A, rae 3ameTHas ponb oTBOAUTCS UMTOKMHY TGF. MNp

4 YaCTHble MorneKkyndpHble agedektel npu  HCAPIA  nos3BonsawT  BblgenATb
OAHOpOAHbIe MonekynsapHble rpynnbl APTA («MonekynsapHble CUHAPOMbI»).

4.5. NATOMOP®ONOIMNA n MOAENTN ®OPMUPOBAHUA
HACNEOCTBEHHbIX AHEBPU3M AOPThI

OOImMM TUCTOJIOTMUECKMM 3HaMeHarteneM ¢GopmupoBanus Joboit API'A
CUMTAETCS  JIETCHEpaTUBHBIM  Tpouecc B MeAuu.  [[aTOrHOMOHWYHBIN
TUCTOJIOTHYECKHI CyOCTpaT PacCiIOCHHUSI aOpThl MPU I'€HETUYECKUX aO0PTOMATHSAX -
UAUOMATHYECKUM KUCTO3HBIN Hekpo3 Meauu (['3eiins-DpaxaiiMa) ¢ THCTOJOTHYECKH
JIOKa3aHHOW TpyOoH JereHeparyei 3JacTUUYECKHUX BOJOKOH, HEKPO30M MBIIICYHBIX
KJIETOK W O0Opa30BaHMEM KHCTO3HBIX IIPOCTPAHCTB, 3alOJHEHHBIX MYKOHUIHBIM
comepkuMbiM [ 95, 96]. MoskeT HaOr0AaTCS HEOOIbIIIAS BOCIAIMTEIbHAS PEAKIIHS.

B knaccuueckoit ocHoBe API'A BbIIENSIIOT J1Ba TUIIA OYAarOBOM Jier€HepaIuu ¢
IPEUMYILIECTBEHHBIM MOPAXKEHUEM IIACTNUYECKO20 TUO0 MbllieuH020 KOMIIOHEHTOB.
Hapywenue snacmocene3a mpeobnamaer B MonogoMm Bo3pacte a0 40 ner wu,
YaCTUYHO, CBUACTEIBCTBYIOT O BPOXKACHHBIX (hopmax API'A. YV mOXMIBIX MAIIUEHTOB
OTMEUYaeTcd TMpeuMyllecTBeHHass ympama u oOesopeanusayus [I'MK, wuHorna
BbICTyMawmas B (opme “maMuHapHOro Hekposa”. OnHako, mpu o0OMX THUIAX
MOBPEXJICHUS B TOM WM MHOW CTENEHW HaOII0Nal0TCsl BTOPUYHBIE W3MEHEHMS,
OTHOCUTEJILHO HEHOPMAJIBLHOTO PAacHoONOKEeHHs U mpoiudepanuu cocyaucteix I'KM
B MEPBOM CIIy4ya€, MJIM IOBPEKJICHHUE AIACTUYECKOTO KOMIIOHEHTA, KaK pe3yJbTaT
MeTtabonuyeckoro aedekra BeienactBue gerenepauunu ['MK, Bo BTOpoMm ciiyudae.
Taxke mpu oOoMX THUMAax MOBpPEXJIEHUS Vasa Vasorum pacHIMpeHbl W JIMIIEHBI
Hapy>XKHOTO TOJAECPKHUBAIOIIET0 KapKaca, TEM CaMbIM, IpUOOpeTas CKIOHHOCTh K
paspeIBy.

Cneyughuueckue AHAmMoMo-Mop@oI02udecKux ocobeHHocmu npu
ONpeoeneHHbiX HACIe0CmEeHHbIX aopmonamusx. B KIacCHYecKOM MpeaICTaBICHUH
nmpu M®PC mnartomorusi aopThl OO0yCIOBJIeHA aHOMaimen ¢GuoOpwuHa | Tma -
KOJULIAreHOMOJ00OHOTO CTPYKTYPHOTO OejKa, KOTOPBIM HAampaBisieT U OPUEHTHPYET
2JIACTHH B pa3BuBaroleiics aopre [97]. 'mcronornyeckn 10-21% paccinoeHuit aopThl
u 43% paccrnoeHuid Bcex cocyaoB, HaOmogaeMbix mpu M®C, umeror rpyOyro
JEreHepalri0 MeIUU; a MPU3HAKKM KUCTO3HOTO MEIMOHEKPO3a BBIABISIIOTCA Oolee
yeMm Ha 50% mutomaan creHku aopThl. HapylieHHble 351acTUYecKre CBOMCTBA aOpTHI,
B CBOIO OYEpENb MPUBOIAT K MPOTPECCUPOBAHUIO U3MEHEHUM KECTKOCTH CTEHOK U
pacmupenuio aopthl [98]. HapymieHwe romeocTtasza B 3JaCTHYSCKHX BOJIOKHAX
HPUBOJUT K PA3BUTHUIO BBICOKOIICHETPAHTHBIX aHEBPU3M KOpHs aopThl [ 99].

38



Anomanuu, cszanabie ¢ M®C, 00bIYHO BIHSIOT HA BCE OTIEIBI A0PTHI, XOTS
HauOoJiee YacTO JHMCCEKIHUS JIOKATU3yeTCs B TPyAHOM oTaene aopthl [100].
Haubonee uvacto nokanu3ysicb B BOCXOJSIIEW aopTe, KUCTO3HBIM HEKPO3 MEAHH
MOET ObITh OOHApYKEH M Ha CTEHKax OpromHoW aopTsl. Takum obpazom, MOC
xapakTtepusyercs BocxosmuM pacceuenueM (Ctaadopackuit Tun A). 3HAUUTEHEHO
peXe aHAJIOTMYHbIE U3MEHEHHUS MOTYT BOSHUKATh IO TUITY HUCXOSIIEr0 pacceueHus
(Craudopackuii Tun B).

Kucro3nas pgerenepanusi Meouu TakKe MOXET OBITh acCOLMHpPOBaHA C
apyrumu HHCT, TakumMu kak cuHApoM Dnepca-Jlanio u np.

[Togo6GHBIM 00pa3om, aereHepaius MeAuH, HAOMIoAAaeTCs MPU KOApKTAIUU
AOpTHI U IPYTUX BPOXKIACHHBIX 3a00JIEBaHUSIX, COPOBOXAatonux nedopmaruio AK.

VY nanuenTos ¢ JIAK, onrcansl Tpu Mojienu / BapraHTa pacIuPeHUs CTPYKTYP
aopThl, B COOTBETCTBUM C MAKCUMAJIbHBIM JUAMETPOM AOPThl HA YPOBHE CHHYCOB
BanbcanbBbl, B HAJKOPOHAPHOM OT/AEJNE€ BOCXOHSIIEH aopThl, WJIK HA YPOBHE
CHHOTYOyJsIpHOTO  coeamHeHus  (mwmHApudeckas  ¢opma).  CymiecTByer
B3aMMOCBSI3b MEXIYy MOP(QOJIOrHEe BOCXOAAIIEH aOpThl U XapaKTEPOM CpallleHUs
cTBOpOK Kiamana [ 101].

MHorue <« nacTuH-ACUIIMTHBIE» COCTOSHHS, HE BCErja MPOSIBISIOTCS
obOmuratasiM opmupoBanueM (enotunuyeckux API'A. K npumepy, npu cunapome
cutis laxa, BbI3BaHHOM MyTalMsSIMH B reHax djiacTuHa U aeduuurom GubynnHa-5 -
pemaroriero Meauaropa snacroreHesa, [102] AI'A sBisiercss KpaiiHe peaKuM
NPOSIBIICHUEM M HE HAOJIOJAETCS y 4YeJoBEKa ¢ JOMUHAHTHBIMH M PELECCUBHBIMU
dbopmamu. XapakTepHa TOJIHKO MATOJOTHYECKAsi U3BWINCTOCTh apTtepuid. Hamporus,
NpY JTAHHOM CHHIPOME, HO YK€ BBI3BAHHBIM JIeUIIMTOM GulOyinHa-4 (MyTanusMu B
rene EFEMP2), aneBpu3smbl cocy10B (BKITFOUAsi KOPEHb A0PTHI) y)KE MPOSIBISIOTCS C
BbICOKOW meHerpaHTHOCTRIO [103]. Jlpyroit mpumep, Korja NpH 3IaCTHYCCKOM
MICEBIOKCAHTOME, BbhI3BaHHOU MyTanusmu B rene ABCCG B mocTHaTabHOM TEpUO/C
BO3HHKAET dJIacTUUecKas (hparMeHTaIusl BOJIOKOH B aopTe, ogHako AI'A oObI9HO HE
pa3BuBaercs [104].

[Ipu «MoNeKyJISIpHBIX CUHAPOMAaxX>» B OOJIbIIECH CTEIIEHH OTMEUEHA U JOKa3aHa
3HAUUTEJIbHASL POJIb JIOKAJIILHOTO OECHOpPSA0YHOr0 YBEJIMYEHUS YMCIA COCYAUCTHIX
I'MK ¢ ux ne3opranmzanueii. K npumepy, mytamuu 8 ACTA2 u MYH11 cBsizansl ¢
HaJUYUEM MEIUAJbHOW JEreHepaluy, HAaKOIUIEHHEM M Je€30praHu3alueld TIIaJKuxX
MHUOIIUTOB, HAllOMUHAIONIEH OECTOPSIOYHOCTh MHUOLUMTOB MpU TUNEPTPOPHUUECKOM
kapauomuomnaruu [ 105].

Takum o0pa3om, HacnenacTBeHHble ¢GopMbl AI'A OOBIYHO JEMOHCTPUPYIOT
JNECTPYKTHBHOE MAaTPUYHOE pEMOJIETUpPOBaHHEe C (parMeHTaluel diacThHA
(ne3opranu3zaiuio cpeaHel yactu 000J0YKH), MpoTrdeparyio / TOTEPIo COCYAMCTHIX
I'MK u MeHee BBIpaKEHHBIH BOCHAIUTENIbHBIA KOMIIOHEHT - 0€3 arepomaTros3a M C
HaKOTUICHUEM MPOTEOTIIMKAHOB.

KINIOYEBbIE NONOXEHUA.
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OcobenHocmu aHamomo-2UCmoI02u4eckK020 CMpOeHUsi KOPHS A0OPMbl U 80CX005U4e20
omaoena, U3MeH4UBoCms ee Mopghonocuu No0 GIUAHUEM DA3TUYHBIX 2eHEeMUYECKUX
aHoOManuil Npu HACIeOCMBEHHbIX 3A00]1e8AHUAX, U YCI08US ee (YHKYUOHUPOBAHUSL
100 6onbWUM OasNeHUeM ONpeoeisiom ee NPeopacnolONCeHHOCMb K OUCCeKYUU U
Paspuleam.

Ob6e popmvr API'A (Oecenepamusnvie u cenemuueckue), Hapsioy ¢ XpoMocomHvimu |
2CHeMUYeCKUMU U KMONEKYIAPHbIMU CUHOpoMamu» npu Hacreocmeennvix API'A,
0eMOHCMPUPYIOM  KUCO3HbIUL MEOUAHeKpo3, Ymo UCKIIoYaem UCNnoIb308aHUe
2UCMOJI02UYECKO20 3aKII0YeHUs Ol 8epUPUKAYULL MOUYHO20 OUACHO3A.

T'ucmonoeuueckuii cyocmpam KUCmo3Ho20 MeOUOHEKPO3d U €20 PA3HOBUOHOCMEU 8
Hacmosiyee 68pems He MOX}Cem pAaccCMampueamvpcs Kaxk cneyuguieckuti 0
PAccloenus: aopmai.

Hpuqunbz, no Komopwsim npu 00UHAKOBLIX CMENEHsIX OezeHepab;uu 8 OOHUX cayuasix
paseueaemcs PA, ae dpyeux — Hem, ocmaronicAa HeuseeCcmHviMu.

V  nayuenmos, me cmpadarowux u3GeCmMHuIMU 6 HaAcmosujee 6pems, U0
npeononazaemoimu HHCT, Oecenepayus meouu, npedicoe 6ce20 00YCl081eHA
KUBHOCOM» AOpmMbl NPU CIMAPEHUU U 0COOEHHO NpU apmepualbHol eunepmensuu. M,
Hanpomus, MpAOUYUOHHbIE —SUCMONI02UYECKUEe UCCAeO08AHUs MeOuu  Aopmbl
nayuenmog ¢ memu uau uHvimu HHCT, 06b1uno 6blasnaiom 3amemuyio decenepayuio.
Oonaxo 3mo 6 Hacmoswee 8pemMs He CUUMaemcs NamocHOMOHUYHBIM Ol OAHHbIX
anomanui. Jluwb cyoOMUKpocKkonuyeckue no8pexicOeHUs, HANPAMYI0 CE13aHHble C
HapyweHuaMy cunmesda, cOOpKU U 6CMPAUBAHUsL INACMUYECKUX TUOO KOJLIASEHOBbIX
KOMHOHEHMO8 cpeoHnell 000JI04KU Aopmbl, OMEe4arom dMomy YClo8Uio.

llpu xknaccuweckom HHCT - cunopome Mapgana, pacuwupenue aopmol, Kax
npasuno, MAaKCUMAIbHO HA YPO6HEe CUHYCO8 Banbcanvevl, u 0meemcmeeHHO 3a
auuyno-aopmanvHylo  okmasuro.  Cxooicuil  xapakmep — NopaxyceHusi  aopmol
Habawodaemcs u y nayueHmos ¢ Map@hanono0oOHbIMU COCMOSHUAMU.

46. KIACCUDPUKALUA

T'enemuueckue «anespuzmamuyeckue» 0Ooae3Hu KiacCUGUIMPYIOT Ha 3
OCHOBHBIE T'PYIIIIHL:

1. Cunagpomusie popmbl APT'A

1.1.cunapom Mapdana (cneacrsue myTaruu B reaie FBN1);

1.2 JIyuca-[Inutiia cunapom (ciaenctBue Mytanuu B rene TGFBR1 /
TGFBR2);

1.3.cunnpom aprepuanbhoit um3Bmiaucroctd, CHUA /[ arterial tortuosity
syndrome, ATS (cieacreue mytaruu B reae SLC2A10);

1.4.penieccuBHas popma nepmaronmsza Anubepa (cutislaxa) | Tuna (ciiencreue
MmyTanuu B rene puodynmna —4 / FBLN4).
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1.5.SMADS3-accoiuupoBaHHblii  aHEBPU3MAa-OCTEOAPTPUT  CHHApPOM [/
a SMAD3-related aneurysms-osteoarthritis syndrome (OAS).

2. Hecunapomubie ¢popmbl uin cemeiitnbie API'A (cM. Tab 2.2).

3. Cnopaaguueckue popmbl APTA.

IlaTorenernyeckasi KJaccupukauusi HACJEACTBEHHBIX 3a00JieBaHUil
rpyaHoii aopthl (renernueckne aopronatumn) (Kanaockas accoyuayus Mapgana,
Montalcino Aortic Consortium, 2013).

[ToapaznenstoT Ha 00yCIOBICHHBIE!

* ganuuueM gaedexkta / MyTalMd T'e€HOB, OTBETCTBCHHBIX 3a CHUHTE3 /
pacnaz koMnoHeHToB BKM;

* ganuuueM aedexra / MyTalluud TeHOB, BOBJACUYEHHBIX B MATOJIOTHYECKYIO
Moxaysiuio TGF-6eta curnanu3anuy,

» ganuuueM aedekra /| MyTaluu I€HOB, OTBETCTBEHHBIX 332 KOMIIOHEHTHI
COKpaTUTENBHOrO annapara cocyauctsix I MK aopTsl.

Kaaccupukanus APT'A B MKB X nepecmotpa:
» |71 (AHeBpu3Ma u paccIOCHUE a0PTHI).
» |71.1 AneBpu3Ma rpyJHOI 4acTH aOpThl pa30pBaHHAs;
= |71.2 AneBpu3Ma rpyJHOI YacTu aOpThl O€3 YIIOMUHAHHUS O Pa3pbIBE.

Kaaccuduxamusa APT'A no Stanford (npeacrasiiena Ha puc. 2.2.) [106].
» Crupopackuit tun A: PacciioeHne BKIIOYACT BOCXOSINYIO AOPTY
(Bocxosiiee pacceucHue).
» Crudopackuit Tun B: Paccrmoenne BKIOYAET HUCXOASIIYIO aopty /
JMCTaIbHEE OTXOXKICHHS JICBOW MOIKIOYMYHON apTepun (HUCXOISIIee
paccedeHue).

Jnsa eenemuueckux API'A namoecnomonuuen u Haubonee Hebra2ONpusmeHr 8
omHouleHuY npocHo3a nepeswviti éapuarnm (mun A).

Knaccupukanua APT'A DeBakey (mo pacmpocrpanenHoctu) (puc. 2.2)
[10mmo6Kka! 3akiaagka He onpenesieHa.|.

* Tun |: Pa3pblB WHTUMBI JIOKAJIU3yeTCS B BOCXOMSIICH aopTe
pacrpocTpaHseTcss 4Yepe3 JAyry Ha HHUCXOJIIYID aopTy M BCHO |
OpIOIIHYIO a0PTY

* Tun Il: Pacciioenne 3aXBaThIBaCT TOJIBKO BOCXOISIIYIO A0PTY

* Tun Il1: Paccnmoenne 3axBaThIBaeT TOJBKO HUCXOMASIILYIO a0PTY

* Tun llla: orpannuena HUCXOAILEH aOPTOM.

= Tim [llb: orpanudeHa HHCXOMAIIEH U  OpIOMIHOW aOpTOH U
pacpoCTpaHsAeTCs AUCTaTbHEES

Kanaccupukanus APT'A B 3aBUCHMOCTH OT NATO(PU3HOTOTHMN:
» HcruHHbIe (CTEHKAa aHEBPU3MBI — CTEHKA a0pTa)
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» JloxHble (CTEHKA aHEBPU3MbI — OKPYIKAIOIIHE TKAHH).

Kaaccudpukanus PA no Bpemenu:

B nacTosmiee BpeMst OOIIEIPUHATON NMPAKTUKONU CUUTACTCS JICJICHUE TCUCHUS
PA na octpyto (14 nueit), mogoctpyto (15-90 nueit), u xporuueckyro (>90 nHeit)
¢a3sbl.

B rpynny nanueHTOB ¢ XpoHHueckuM PA  Takke BXOIAT paHee
ornepupoBaHHble OoyibHble ¢ PA Tuma A W COXpaHSIOIIKMMCS PacCIOCHUEM
HUCXOMSAIIEH aOPTHI.

Knaccudpuxanus PA no tedeHuo.
" - HEOCJIO)KHEHHOE,
= - CcO cTa0MJILHBIM T€UYEHHEM 3200JIEBAHUS,
" -OCJO0KHEHHOE (mporpeccupytomiee paspyIiieHue AQHEBPU3MBHI,
XpOHUYECKass BHUCIEpabHAas Wi mnepudepudeckas maibrnepdys3us u
COXPAHSIOIINECS WIIH NTEPUOINUSCKHIE OOJTH, HITH JTaXKe Pa3phIBbI).

Knaccudukanua OAC npu paccioenun (npejcraBieHa Ha puc. 2.3.).
» Kiacce 1: Knaccuueckuit
» Kiacc 2: UaTpamypanbabie reMaTomMbl (MUMI')
* Kiacc 3: Mano3ameTHoe win JuckperHoe PA
» Kiacc 4: [lenerpupyromue aopraibhbie 3ol ([TA)
» Kinacc 5: SItporennoe win TpaBMatuueckoe PA

Hawubosnee o6miue yeptelt OAC otpakeHsl Ha pucyHke 7.2. [107].

He Beitkn Tunl Tun 11 Tun 111
Crandopa Tun A Tum A Tun B

Puc.2.2. - Knaccudukanus pacciaoenuii aoptol (PA) o ee pacnpocTpaHeHHOCTH.
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Ipumeuanue: cxembl PA knacc 1, B koropom Beiiessitor tumsl |, |1, u |1l mo De Bakey [1].
Taxoke u3obpaxens! kimaccel mo Stanford A u B. B tume 11l Beigensitor moarunst 11 A B I C
(moaTHIT 3aBHCUT OT BOBIICUSHHS TPYAHOM WK OproliHoi aopTsl, o Reul u ap. [106].

Knacc 1 Kaiacc 2

Puc.2.3 - Kiaccupukanusi ocTporo aoprajbHOro cuHApoMa mnpu paccioennu [108].
Ilpumeuanue: Knacc 1. Knaccuueckoe PA ¢ MCTUHHBIM M JIO)KHBIM MTPOCBETOM C WJIM 0€3 CBSI3U
Mexay aAByms mpocBeramu. Kmace 2 Hatpamypanbaeie rematombl (MMID). Kmace 3:
Mano3ametrHoe win auckpeTHoe PA ¢ BwimssunBaHueM cTeHKH aopThl. Kiacc 4: fI3Ba oGmactu
aTepOCKIEPOTUYECKON OJISIIKK a0pThl C MOCIEIYIOMUM pa3pbiBoM Omstiku. Kiace 5: SItporenHoe
WM TpaBMaTuueckoe PA, nposBisieTcst KaTreTep-uHIyIUPOBAaHHBIM Pa3AeieHUEM HHTUMBI.



4. 7. OBCJIENDOBAHUE AOPTbHI

Bkiroyaer kIMHUYECKOe 00CIIe0BaHUE U JIAOOPATOPHBIC aHAIM3bI, OJTHAKO B
OCHOBHOM 0a3uWpyeTcs Ha BHU3YaJIM3HPYIOIIUX HCCICIOBAHHUAX, BKIIOYAIOIIUX
yIbTpa3BykoBbie MeTo bl (Y3U), komnbiorepHyto Tomorpaduto (KT) u MPT.

[Ipy reHeTHUYECKHMX aopTONaTHsIX B TIEPBYIO OuYepelb PEKOMEHIYeTCs
THIATEIBHBIA CcOOp cemeliHo2co aHamHesa 3a00JEBaHMM apTepuii, U OCOOEHHO
HaJIMYMS aHEBPU3M U cirydaeB PA, mubo BHE3ammHOW cMepTH.

AHan3 poJIOCIOBHON MPEANOIaraeT reHeTUYECKYI0 reTepOreHHOCTh. B cBs3un
C YeM, PEKOMEHAYETCSl KIIMHUYECKOE UCCIIEIOBAHUE POJCTBEHHUKOB IIEPBOM CTEIICHU
(OpaTheB u cecTep - poauTeieil) Ha peaMeT Hamnuns y Hux APTA.

Ouenka aHaMmHe3a JOJKHA ObITh HampaBjieHa Ha ONTHUMAJbHOE MOHUMAaHHE
Kajmo0 TAIMeHTa, BBISIBICHWE TMEPCOHAIBHBIX (HAaKTOPOB PHCKA CEPACUHO-
cocyaucThix 3aboneBanuii (CC3).

JlanmpHelmas quarHoCTUKaA HacaeacTBEHHBIX AI'A BKIIIOUaeT:
" KAUHUYecKoe 00C1e008aHUE,

" GU3YAIUBUPYIOWUE UTU UHCIMPYMEHMAIbHble Memoobl UCCIAEO06AHUSL
(«30110TO¥ CTAaHIAPT» TUATHOCTUKH);

" MOAEKYNAPHO-ceHemuyeckue — ucciedoséanusi  («30J0TOM  cTaHAApPT»
BepU(DUKAILIUU TUATHO34).

bazosvie nabopamopnvie uccnedosamusi BKIOYAIOT B ce0s  BBISIBICHUE
CepACUYHO-COCYIUCTHIX (PAKTOPOB PUCKA, OJHAKO IMPH T€HETHUECKHUX AOPTOMATHIX
MPAKTUYECKH HE HECYT CMBICIOBOM Harpy3ku. JlabopaTtopHble HcCIeA0BaHUS UTPAIOT
HE3HAYUTEIbHYI0 POJb B JAMArHOCTUKE OCTPBIX aOPTAJIBHBIX 3a00JIEBAHMI, HO
nosiesHel i auddepeHuuanbHol  AMarHocTuku.  OmnpeneneHue  ypoBHEM
OMOMApKEpOB B paHHUE CPOKHU IOCJE MOSABICHHS CUMIITOMOB MOYKET IPUBECTH K
Oojee paHHEMY NOJATBEPKIACHUIO NPaBUIBHOIO JHAarHO3a BU3YAJIU3HPYIOLIUMU
METOJIaMH, YTO MPUBOAMUT K PaHHEW OpPraHU3alUU MOTEHUHAIbHO CIACAIOIINX KU3Hb
MEPOIPHUATHH.

C ydeToM mnopakeHus CpeAHEeW OO0OJOUYKM CTEHKH aOpPThl NPEIJIONKEH Pl
OMOMapKepoB, CBS3aHHBIX C TpaBMOH HsHpoTenus cocyaoB wm [MK (Muo3uH
TJQJKUX ~ MBIII), COCYIHCTOTO  WHTEePCTHIUS  (KAIBIIOHWH, MAaTPUKCHBIC
METaJUIONPOTENHA3bI 8), 3aCTUYCCKHiA JJaMUH (paCTBOPUMBIC ()parMEHTHI 3JIaCTHHA)
aopThI M NpU3HAKK BocnaneHus (TeHaciud-C) wim TpomM003a, KOTOPhIE B HACTOSIIEE
BpPEMsI M3YYalOTCs, HO €II¢ HE BOILIM B PEATbHYI KIMHHYECKYI0 mpakTuky [109
110]. ITogo3penue Ha PA Bo3pacraeT npu noBeiiieHHOM ypoBHe D-aumepa [111].



4.7.1. KIMHWYECKOE OBCJIEAOBAHMUE.

O6e popmbl reHeTrueckux AI'A Mo KITMHUYECKUM MPOSIBICHUSIMH MOTYT OBITH
beccumnmomubivu M [ WM cumnmomamuyeckum.

Jlo mosiBneHus: KaracTpopuyecKkux npu3HaKkoB paspsiBa AI'A, B OOJIBIIMHCTBE
cBoeMm, OeccumntoMHbl. HambGonee wyacto AI'A BbIsBIAETCS CIOydalHO, TIpHU
BU3YaIIU3UPYIOIIEM UCCIEAOBAHUU CEPALA, BBIIIOJIHEHHOM MO APYTUM HPUYUHAM.

Cumnromatuka AI'A BHE OCTpBIX CUTyalluid BO MHOTHX Clydasx 00ycloBiIeHa
COITYTCTBYIOILIEH MTATOJIOTUEN

" - CTEHO30M H/WJIU HEIOCTATOYHOCTHIO AOPTAIILHOTO KJIallaHa,
" - CEepACYHOM HEJIOCTATOYHOCTHIO,
" - KOPOHAPHOW MAaTOJIOTHUEH.
K nmpumepy, pacmmpenne Koaplia aOpThl IPU €€ aHEBPU3ME, MOXKET IPUBOJIUTH

K BTOpHYHOU HemoctatroyHocTu AK, mumaranmm u runeptpoduum muokapna JIK,
CEpACYHON HETOCTATOYHOCTH.

Xpunora, Kak CJIEICTBHE  CIaBJIEHUS  JIEBOIO  BO3BPATHOIO  WJIU
JApUHT€aJIbHOTO HEPBA, Mpe/noiaracT GOpMUPOBAHNUE aHEBPU3MBI IyTH A0PTHI.

Penko nMmeroTcs mpru3HaKky CIaBJICHUS BEPXHEUN MOJION BEHbI WIIM TPAXEH.
Knunuka nucranbHoi SMO0IMN BCTpeUuaeTcst KpaltHe peko.

[TaniueHTHl HEpPEeaKO >KATYIOTCA Ha XPOHUYECKYHO OO0JIb B TPYIU BCIEIACTBUE
MIOCTOSIHHOTO JIaBJICHUSI HA OpraHbl TPYJHOW KJIETKU. boiib MOXeT ObITh OCTpOil H
CTaTh IPU3HAKOM, HAJIBUTAIOLIETOCS pa3pbiBa aOPTHI.

Y mnamnueHToB 0e3 paccioeHus / pa3peiBa aHEBPH3MBI MPH OCMOTPE HET
HUKAaKUX XapaKTEpPHBbIX MPU3HAKOB, 3a HCKIOYEHHEM HAIWYUS TUACTOJIUYECKOTO
myma npu (GOpPMHPOBAHUU AOPTAILHOM HEAOCTATOYHOCTU. Tem He MeHee, Mpu
¢usnkanbHOM 0O0OcCneoBaHUM HeoOXoaumo cpaBHUBaTh AJl Ha 00eux BEpXHHX
KOHEUYHOCTSX, U CIEAYET UCKATh MATOJOTMYECKUE ITYIIbCALINH.

4.7.1.1. CNELULWONYECKUE KITMHWYECKWUE U
OEHOTUMNMNYECKUE MNMPOABJIEHUA

3Hanue crenupuYecKuX  (PECHOTUIMUYECKHUX  OCOOCHHOCTEH  ITO3BOJISICT
COPUEHTUPOBATHCA C IUATHO30M.

IIpn cAPI'A knuanueckyro kaptuny onpenensror crurMbl HHCT - xocTHEIE,
KOXKHbBIE, MBIIICYHbIE, CYCTaBHbIE, CEPIACYHO-COCYIUCThIE, TJIa3Hble, OPOHXO-
JIETOYHbIE, BHCIEpPaJbHbIE W MPOYUE TMPU3HAKKM CHUCTEMHOTO BOBJICUCHUS
coequuutenbHoit Tkanu (CBCT), KoTopbie BXOAAT B COTNIACOBAaHHBIC PEKOMEHIAINN
no quarnoctuke ocHoBHbIXx HHCT [13, 43].

Haubonee 3naunmbiM siBisitoTes ['enTckue kpurepun cunapom Mapdana 2010

roza (ta0.2.3).
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Tabnumna2.3
Kpurepun auarHoctuku cuaapoma Mapdana (Ghent, 2010)

Omcymcmesue cemelino2o anamuesa cunopoma Mapgana

Pacmmpenue aoptel (Z > 2) ¥ MOABBIBUX XPyCTaJIHKA

Pacmmpenue aoptel (Z > 2) u noarBepkacHHas mytaius FBN1

Paciupenue aoptsl (Z > 2) ¥ CUCTEMHOE BOBJICYECHHE COECAUHHUTENBHON TKaHHU
(> 7 6aios)

ITonBeiBHX XxpycTannka U noaTBepxaeHHas mytanus FBN1 ¢ yBennuenunem
pa3zMepa aopThl

Llonoorcumenvusiii cemetinvlll anammes cunopoma Mapgana

IToaBBIBUX XpyCTAIMKA U HAJIMYUE CEMEMHOTo aHaMHe3a cuHapoma Mapdana

CuHcTeMHOE BOBJICUCHHE COCIUHUTCIIbHON TKaHu (> 7 Oa/yIoB) M HaJIMuue
CeMeWHOro aHamHe3a cuHapoMa Mapdana

Pacmmpenue aoptsl (Z > 2 npu Bo3pacte crapme 20 ser, Z > 3 muaame 20
JICT) ¥ HAIMYME CeMEHHOTO aHaMHe3a cuHapomMa Mapdana

IIpumeyanue: tuarno3 cuHapom Mapdana BeictaBisiercs B 1 u3 7 cimyyaeB, IpeACTaBICHHBIX B
tabnuie. O003HavYeHus1. Z — KpUTEPUH pacIIUPEHUs a0PTHI.

Kommentapum: Ilpu AuarHOCTHKE S3KTONHMM XpYyCTajJHKa B HE3aBHCHUMOCTH OT CHUCTEMHOM
BoBiledeHHOCTH coeaunuTenbHoi TKanu (CBCT) u myrammum FBN1 He acconuupoBaHHOM ¢
pacilMpeHHeM KOpHS aopThl WIM HeaokaszaHHOM Myrtaumu FBN1 BeicTaBisieTcss cuHApPOM
HKTOIUU XPYCTAIHUKA.

[lpn amarnoctuke pacmupenus kopHs aopthl (Z < 2) u CBCT (> 5 u ogHUM KOCTHBIM
NpU3HAKOM) 0€3 SKTOMHMHK XpycTanuka BeictaBisercss MASS — dpenorur.

[Ipu muarHocTHKE MpoJanca MUTPAILHOTO KJlaraHa u pacmupenus KopHas aoptel (Z < 2) u CBCT
(< 5) 6e3 skTOIMUH XpyCTaMKA BBICTABIISICTCS] CHHPOM IIPOJIAIica MUTPAIBHOTO KilalaHa

Cunapomanbabie API’A B KiIacCMYECKOM NPEICTABICHUU BBISBISIOTCS IPHU:
cunapome Mapdana, JIJAC, cuaapome aprepuanbHoil u3Bmiauctoctu (CHUA),
perieccuBHor  (opme nepmaronmza Anmbepa (cutis laxa) | Ttuma), SMADS-
aCCOLIMMPOBAHHOM aHEBPU3MAa-OCTEOAPTPUT CHHIPOME.

B psioe cayuaes npu max nazvisaemuix «Overlap»-cunopomax | penomunax
unu «Marfan-like» cocmosnusx (mapganouonas enewnocmo, mapparnonooobuulil,
Heougpgpepenyuposannviii penomunor u MASS  (enomunst), mpebyemcs makoice
npuyenbHblil CKpuHuHe Ha npeomem Haauuus AI'A

4.7.1.2. CNELULNDOPNYECKUE KITMHUKO-AHAMHECTUYECKUE U
®EHOTUMNMNYECKUE NPOABIIEHUA HECUHAOPOMHbIX
ATA

Kinaundeckasi iMarHocTuka uMeeT 0osiee OrpaHUYECHHbIE BO3MOKHOCTH.

Hecunapomansusie API'A He umeror npusznakoB CBCT, xapakTepHbIX IS
cAT'A. OnHOBpEMEHHO, KIMHWYECKH MOJeKyispHbie (Gopmbr HCAPI'A otpaxaror
MOIITHOE MEPEKPHITUE W KOHTUHYyMa TSKECTU 3a00JI€BaHUS aOpThI, a Takxke Oosee

0000IIIEHHYI0 apTEePUONIATHIO, YeM ObLJIO U3BECTHO paHee.
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Crnenyer BbIABIATH crnenuduyeckue mnposiBiaeHuss HCAPI'A, xotopbie moryT
OBITh JAMArHOCTUPOBAHBI TPU OCMOTPE U IO pe3yJbTaTaM WHCTPYMEHTAJIbHbBIX
HCCIIETOBAHUM.

1 - Anespusmul ¢ 6osneuenuem opyeux apmepuii. AHEBpU3MBbI OPIOIITHON a0PThI
(ABA) Bctpeuatorcs ~ B 12%, rosnoBHOro mMo3ra ~ B 9% - 14% u nepudepuyeckux
aprepuii (IOAB3IOIIHBIX WK MOAKOJECHHBIX) ~ B 5% ciyuaes [112]. Puck aneBpusM
U PaCCIOCHUHN APYTUX COCYJOB, BKJIIOYAs MO3TOBBIC apTE€pUH, YBEIUUUBACTCS MPHU
Haymunn TGFBR1 / TGFBR2, SMADS3 — myTanuii.

2 - Omkpovimolil apmepuanvbisiii npomox. Kak rnpaBuiio, CBsi3aH ¢ MyTaIlUsIMH B
renax MYH11, ACTA2[113].

3 - Heycmeopuamwiii aopmanvusii kianar. CooOMAETCs 0 BHYTPUCEMEHMHBIX
B3aumocBs3sax JIAK ¢ APT'A [114].

4 - Cemuamoe nusedo. Habmomaercs y HEKOTOPHIX, HO HE y BCEX JIUIl C
ACTAZ2-mytanuamu. B cembsix ¢ HCAPI'A ¢ nokazannoii ACTAZ2 myraruei,
HaJU4YUE CTOMKOIrO CETYaTOTO JMBEAO MOKET OBITh MCIOJBb30BAHO B KaueCTBE
MIPOTHOCTUYECKOTO KJIMHUYECKOIO0 MapKepa MMEIOLIEHCS] MYyTallMu Y YJICHOB CEMbHU
[690u.m6Ka! 3aKnaaKa He onpep,eneHa.].

S - @noxkkynvl padyscku. I'mazHas maToyiorus, cBs3b KoTopoil ¢ HCAPT'A
yKa3bIBaeT Ha BeposATHOCTh Hanuusg ACTAZ2-myTanui.

6 - Pannee nauano okkato3uenwvlx cocyoucmoix 3aoonesanuti. ACTA2 myTtanuu
MOTYT BBI3BaTh paHHeEe Hauyajgo oOJuTepupyromero sHaaprepuuta, B T.4. UBC n
WHCYJIbTA, a Takke Moiis-Moiisi-CBsI3aHHBIX MepeOpPOBACKYISIPHBIX 3a00JICBAaHUN C
JIBYCTOPOHHEN OKKJIFO3UEN NUCTAJIbHOM BHYTPEHHEW COHHOW apTepuH, KOTOPOE, KaK
NPaBWJIO, COMPOBOXKIASTCS JBYCTOPOHHEH BepeTeHooOpasHoi muiaramued [
OKKJTFO3UEH MPOKCUMAJIbHOM COHHOM apTepun [113].

OcHogHbIMU cepoeyHo-cocyoucmuimMu nposeieHuimu npu HcAPI'A sIBISAIOTCA:

1. - qunatanus BOCXOAAUIEH TPy IHOM aopThl HA YPOBHE CHHYCOB BanbcalibBbl
WJIA BOCXO/SIIIEH a0PThI WIIH 00€HX,

2. - nucceknus ¢ BowjedeHueM Bocxojsmier (CtaHdopackuit Tun A) wiy,
pexe, aucxoasmeit (Ctandopackuii Tun B) rpyaHoi aopr.

Penxo HaOmogaroTCs aHEBPU3MbI C BOBJIEUEHHEM TOJBKO HUCXOJSAIIEH
IPYAHON aopThl, MPU OSTOM YKa3aHHbIE COCYIUCTBHIE MPOSBIECHUS MOTYT OBITH
€IMHCTBEHHON HAXOIKOW IUIAHOBBIX 00CIIe10BaHMIA.

4.7.1.3. OCTPbIE CUHOPOMbI rPYOHON AOPTbI (OCTPbIN
AOPTAJIbHbI CUHOPOM).

Octpeiii  aopranpubiii  cuuapoM (OAC) omnpenensioTcss Kak BHE3aIHO
BO3HUKIIIME CHUTyalldd C TOXOXKHMH KIMHHUYECKUMHU XapaKTepUCTUKAMH, C
nopaxkenreM aopthl. CymiecTByeT o0l myTh I pa3nudHbix nposisieHuit OAC,
YTO, B KOHEYHOM UTOT€, MPUBOJIUT K PA3pPYyLICHUIO UHTUMbI U MEAUHU.
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[TosiBnenne cumnTomatnku OAC 00yCHOBIEHO pa3BUTHEM COCYAUCTHIX
karactpo — octporo PA, pa3peiBoM aHEBpU3MBI (20pThI), HHTPaMypAITbHOM
rematombl (MMI'), menerpupyromeii aopranbnHoit s3Bbl ([TASl), kak BapwmaHT,
«OTTPAaHUYCHHOT0» Pa3pbiBa aHEBPU3MBI A0PTHI.

4.7.1.3.1. KINIMHWYECKUE MNMPOABJIEHNA OCTPOI'O
PACCJIOEHUA AOPTHI.

B GoibIIMHCTBE Clly4aeB HHUIMAPYIOIIUM COCTOsSIHUEM PA sBIisieTcst pa3pbhiB
UHTHMBI, BCIIEACTBHE Y€TO KPOBH IMOIMAJIACT B TNIOCKOCTh PACCIOCHUS — B CPEIHIOO
000JI09Ky aopThl. JIMCCEKIIMOHHBIA KaHAJl MOXET PacHpOCTPAHATHCS MPOKCHMAILHO
WIA JUCTAIBHO, MOTEHIIMAIILHO NPHUBOJIS K CEpJACYHOW TaMITOHAJEe, BCJICICTBHE
reMoIeprKap/ia, HWJIA aopTalbHOW pErypruTainuu, paspbiBy aopThl (B ciydae
pa3pylicHUs aIBEHTUIIMN) WK YIPOKaTh OOKOBBIM BeTBsM aopThl [115, 116, 117].

B orinuue ot xponudeckux Gopm AI'A, KOTOpblE B KIACCHUECKUX CIyYasx
IPOrpPECCUPYIOT MEJIJIEHHO U YaCTO aCUMITOMATH4HbI, PA 00BIYHO MMEET BHE3AITHOE
Hayajo, COIPOBOXKJIAETCS OCTPhIM OOJIEBBIM CUHIPOMOM U MPU OTCYTCTBUU JICUEHUS
MOJKET OBICTPO MPUBECTU K CMEPTH.

HaubGonee uvacto mpu octpom PA BcTpedaroTcsi cieayrolime KapAuallbHbIE
OCIIO)KHEHHS: aopTajbHas HEIOCTaTOYHOCTh, TaMIIOHaJa TMepuKapia |, Kak
CJIEICTBUE, CEpACYHAsI HEJOCTATOYHOCTh U KapJUOT€HHBIH IIOK.

[TanxeHnTl MOTYT TakXe HMEThb KIMHUYECKHE IIPU3HAKU, CBSA3aHHBIE C
HapylHieHueM nepdy3und Mo3ra, KOHEUHOCTEH WM BHYTPEHHUX OPraHOB, KOTOpHIE
MOTYT JOMHHHPOBAThH HaJ IEPBUYHBIM OOJIEBBIM CUHAPOMOM.

[Tpunexamuye CTPYKTYpPHI M OpraHbl MOTYT HIIEMHU3HPOBATHCS BCJICICTBHE
C/IaBJICHUS BETBCH aOpPThI, MIIM MOTYT TOJBEPraThCsi MEXaHUYCCKOW KOMITPECCUH H3-
3a PA win aopTaJibHOrO KPOBOTCUEHHUsS, YTO W THPUBOIAUT K KapIAHAIbHBIM,
HEBPOJIOTHYECKHUM, JICTOYHBIM, BUCIEPAIBHBIM M MEepUPEPHUUSCKUM apTepUaIbHBIM
ocioxxHeHusM (tab. 2.4.).

Nmemusi opraHoB-MUIIEHEH Takke OBbITh CIEICTBUEM BOBJICUEHUS YCThs
KpYIHOM apTepuu B TMpoliecc paccioeHusd. Hapymenue nepdy3uun MoxkeT ObITh
IPEPHIBUCTHIM, €CIU MPUYUHOMN SBISIETCS MPOJIAOMPOBAHUE OTCIOCHHOIO JIOCKYTa
AOpThI, WIIM TIOCTOSIHHBIM B CIIy4asiX OKKITFO3UU KPOBOCHAOXKAIOIINX OPTaHbl COCY/I0B
pacmmpenHbM JIIIp.

Tabnuua 2.4.

OcCHOBHBIE KJIHHUYECKHE IPOABJICHHUA MU OC/IOKHCHHUSA Y NAMUCHTOB C OCTPbIM
PA

Tuo A Tun B
boib B rpyau 80% 70%
boxab B ciuHe 40% 70%
Peskoe Hayuao 6o 85% 85%




Murparys 60H <15% 20%
AopTalibHass HEAOCTATOYHOCTh 40-75% HII
Tamnonaga cepaua <20% HII
WNmemust uian uHGapKT MUOKapAa 10-15% 10%
Cepaieunast HEIOCTaTOYHOCTh <10% <5%
[11eBpaJibHbBIN BBINOT 15% 20%
O6MOpOK 15% <5%
Ceppe3Hblii HEBPOJIOTMYECKUI nepuuT <10% <5%
(koMa/WHCYIIBT)

[loBpexieHHe CIMHHOTO MO3ra <1% HC
Me3seHTepuaabHas HIIIeMUs <5% HC
Octpas noyevHasi HeJJOCTATOYHOCTh <20% 10%
MiemMusi HUKHUX KOHEYHOCTE! <10% <10%
Ipumeuanue: HC — ne coobmaercs (uer mamnwix), HII — ne npumensercs. IIpouenTsl
OKPYTJICHEI.

JletanbHOCTH y MAIMEHTOB ¢ OCTpbiM PA THma A B aBa pa3a IMpEBbIIIACT
TaKOBYIO Yy Jivil ¢ ocTpbiM PA Tuma B (25% u 12% cootercTBenHo) [ 118].

bonw 6 epyou. Hambonee pacmpocTpaHeHHBIM cUMITOMOM PA  sBisercs
xapaxkmepHulil 60ae8ol cunopom. Pe3ko HavaBIIascs CHibHAs 00JIb B TPy W/WiH B
CIHMHE SBISETCS Hambosiee THUMHYHOW. Boilb MOXET OBITh OCTpOil, pa3pbIBaromIeH,
MOXOKEH Ha yJIap HOXOM M, KaK MPaBWIO, OTIMYACTCS OT APYTHUX MPUYUH OOJH B
IpyId; PE3KOCTh €€ Hayaia SBISETCs HauOojee CrenupuIecKol XapaKTepUCTHKON
(ra6.2.4.) [ 115, 119]. HaubGonee yacTod JIOKaIHM3aIlUMe OOMU SIBISCTCS TPYIHAs
kieTka (80%), B To BpeMs Kak 00Jib B CIIMHE WJIM B JKMBOTe BcTpedaroTcs B 40% u
25% cnydaeB, COOTBETCTBEHHO. boib B mepeaHed 4acTu TPyAHOW KIETKH Yalle
accouuupyetcsi ¢ PA tuna A, B ToO BpeMs Kak y MalMEeHTOB ¢ pacciioeHueM tumna B
yare uMeercs 0oib B cruHe win xkuBote [9, 120]. Kinunndeckue mposBiIeHUs IBYX
tunoB PA wyacto morytr mnepecekarhcsi. boiab MOXKET MUTpUpPOBaTH U3 TOUKH
BO3HUKHOBEHUS B JIpyTrHe 00JIaCTH, CIIETys 3a pacCpOCTPAHEHWEM 30HBI PACCIOCHUS
no xoxy aoptel. [lo manasiM |RAD, murpupytomas 6onp HaOmogamach y <15%
HarnueHToB ¢ ocTpbiM PA Tuma A u ~y 20% GonbHbIX ocTpbiM PA Tma B [ 16, 9].

Aopmanvras HedocmamouHocms MOXKeET corpoBoxaats 40-75% ciydae PA
tuna A [120]. TTocne octporo PA, HETOCTaTOYHOCTH AOPTATBHOTO KJlallaHa SBIISCTCS
émopoti Haubojee pacHpoCTPAHEHHON NPUYMHON cMepTH y OonbHbBIX ¢ PA. VYV
MAlUEHTOB C OCTPOM TSHKEJIONW aOpTaJIbHOM HEJOCTATOUHOCTHIO OOBIYHO Pa3BUBACTCS
cepedHasi HeJJOCTaTOYHOCTh U KapAUOTECHHBIH I10K.

Hwemusa u ungpapkxm muoxapoa. Cpenum IOpYTUX OCIOKHEHHUH, MOXKET
OTMEUaThCS OKKJIFO3WsI KOPOHAPHBIX apTepuil, MPUBOIAIIAS K Pa3BUTHIO HMH(ApPKTA
muokapnaa y 10-15% mnamuentoB ¢ PA. fABnsercs crnencrBuem pacmmperust JIlIp

dOpPTHI € TOCIACAYIOIIHUM CHABJICHUCM HJIM 3daKPBITUECM YCTBCB KOPOHAPHBIX apTepI/Iﬁ
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WM PaclpoCTPaHEHHs MpOIecca PACCIOCHUS Ha KOpoHapHble aprepun [121].
[ToBBIIIICHHBIA YPOBEHb TPOMOHWHA MOXET OBITh BBISBICH y 25% MalKUeHTOB,
noctynuBmux ¢ PA tuna A [122], uro Hapsimy ¢ COMyTCTBYIOIIMMU N3MEHEHUSIMU Ha
anekrpokapaunorpamme (OKI) - TpaHCcMypalibHas UIIEMUS WU TTOIbeM cerMeHT ST,
MOJKET IIOCIIOCOOCTBOBATH IOCTAHOBKE OUIMOOYHOIO AMArHO3a OCTPOr0 KOPOHAPHOIO
CHUHJIpOMa.

Xponuueckas cepoeunas Hedocmamounocms. Jlanueie peectpa |RAD
IOKa3bIBAIOT, YTO 3TO OCiOKHeHHe HabOmogaeTess B <10% cinyuyaes PA [123, 124].
[IpumeuarenbHo, yTo pu PA y manueHToB ¢ OCTpOH cepieYHON HEA0CTaTOYHOCThIO
U KapJUOTeHHBIM IIOKOM XapaKTepHas pe3Kas cuiibHasg 00Jib B TPyJd BCTpeuYaeTcs
pexe, U 3TO MOXKET OTCPOUYUTh AMArHOCTHKY M JieueHue PA. I'mmoroHus U 1ok
MOTYT Pa3BUTBCS BCJIEICTBUE pa3pblBa AOPThI, OCTPOM TSKEJIOW aAOPTaIbHOU
HEJOCTaTOYHOCTH, OOIIMPHOW WIIEMUU MHOKapAa, TaMIIOHAAbl CepJla, paHee
CYIIIECTBOBABIICH MUCHYHKIIMH JIEBOTO KETYI0UKa, WU TSKEIOU KPOBOIIOTEPH.

IInespanvhuvie goinomol. OOMMPHBIE KPOBOTEUEHUS U3 A0PTHI B CPENOCTEHHUE U
IJIEBPAIBHYIO MIOJIOCTh PETMCTPUPYIOTCS PEAKO B CHILY TOTO, YTO 3TH NALUEHTHI, KaK
[IpaBUJIO, HE JIOKUBAKOT 110 NpuObITUS B OonbHULy. HeOonblume miieBpagbHbIE
BBINIOTHI MOTYT OOHapyxkuBatbcs y 15-20% nauuentoB ¢ PA, mpu 3TomM nmeercs
[IOYTH PaBHOE paclpeliesieHue MexAy mnarrepHaMu TunoB A u B, u cuurtaercs, 4To
OHU SIBJSIFOTCS MPEHMYINECTBEHHO CIICACTBUEM BOCIAIMTENBHOTO mporecca [ 123,

124].

Tamnonaoa nepuxapoa nadmonaercs y 20% nanueHToB ¢ octpsiM PA tumna A.
DTO OCIOXKHEHHE aCCOIMMPOBAHO C YIBOCHUEM JIeTallbHOCTH [ 124].

Jlecounvle ocnoscHenusi. BCTpedaroTcs peIko M BKIIOYAIOT B ce0sl CAABICHUE
JIETOYHOU apTepuu U GOPMHUPOBAHKE A0PTOITYJIBMOHAILHOTO CBHIIA, YTO MIPUBOAUT K
OJBIIIKE WA OJHOCTOPOHHEMY OTEKY JIErKMX, KaK BapHUaHT, OCTPOMY HPOPHIBY
AOPTHI B JIETKOE C MACCUBHBIM KPOBOXapKaHbEM.

Obmopox. SIBisieTcsi BaXKHBIM HadalbHBIM CHUMITOMOM PA, BO3HUKAIOIINM
npumepHo y 15% narnuenTos ¢ PA tuna A u'y 5% — tuna B. OToT cumnToM cBsizaH
C TIOBBIIIEHHBIM PUCKOM BHYTPUOOJIBHUYHON CMEPTHOCTH, IOTOMY OH YacTO CBSI3aH
C ONAaCHBIMHU JUISl KWU3HU OCIOXHECHUSIMM, TaKMMH, KaK TaMIIOHaJa cCepaua WIH
pacciioeHue BeTBel ayru aopthl. ClienoBaTENbHO, Y MAUMEHTOB C MOJO3PEHUEM Ha
PA u cuHKONAJbHBIMU COCTOSIHUSMH KIMHHUIMCTBI JOJKHBI AKTMBHO MCKATh JTHU
OCJIOKHEHUS.

Heeponocuueckasn cumnmomamuxa. Yacto ITOMHUHHUPYET B KIMHUYECKOU
KapTUHE, MacKupys OCHOBHoe 3a0oisieBanue. [lpuBogut K uEepeOpaibHOM
Manbnepy3uu, TUIOTOHUH, JTUCTATBHOM TPOMOOAIMOONWHU, WIH CIHABICHUIO
nepudepruueckux HepBOB. YacToTa pa3BUTHSA HEBPOJIOTHYECKON CHMITOMATUKHU TIPH
PA mHaxomutcs B amanazone 15-40%, u B TMOJOBHHE CJIyd4aeB OHAa HOCHUT
TPaH3UTOPHBINA xapakTep. OcTpas nmaparuierus, oO0yCIOBJICHHAs! UILIEMHEN CIMHHOTO
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MO3ra, BBI3BAHHOW OKKJIIO3MEW CIUHHOMO3TOBBIX apTepuid, HAOIIOJAETCs HEYaCTo,
MOXET OBbITh 0€300JIE3HEHHOM W MPUBOJUTH K OLIMOOYHON IMOCTAHOBKE AMArHo3a
cuapoma Jlepuma [125]. B nHambonee akryanpHoM otuere |IRAD o PA tmma A
OITMCHIBACTCS MMOPaKEHUE TOJIOBHOTO Mo3ra (koma W WHCYIbT) B <10% ciydaeB u
UIIIEMUYECKOE TIOBpexkieHne criuaHoro mosra B 1,0% ciryuaes [ 124]. Mmemuueckas
HeWpomnaTus BEPXHUX WIM HIKHUX KOHEUHOCTEHW, BbI3BaHHAas Maybnepdysueit
NOAKIIOUNYHON M OenpeHHOM obOnacteit, HaOmomaercs ~ B 10% coydaes.
OXpHUILTOCTh U3-3a CAABJICHUS JIEBOI'O BO3BPATHOTO TOPTAHHOTO HEpBa HAOJIOAAaETCS
peaKo.

Meszenmepuanvnas uwemusi. Bozuukaet y <5% mnarnuenTtoB ¢ PA tuma A [124].
Kpaiine BaxHO MOAIEpKUBATh BBICOKYIO CTEMEHb HACTOPOKEHHOCTH B OTHOIICHHH
ME3EHTEepUaIbHON HIIEMHUH Y TTAIIUEHTOB ¢ OCTpbIM PA 1 acconmupoBaHHOM 00JIBIO B
KUBOTE WJIM TIOBBIIEHHBIM YpOBHEM Jakrara. KimHuueckue TpOsSBICHUS
3a007eBaHusl OBIBAIOT KOBAapHBIMH; OOJM B JKMBOTE YacTO HeCHeIu(UIHEI,
oTCcyTCTBHE OoseBoro cuHapoma BcTpedaercss B 40% ciyyaeB, 4TO MPHUBOIUT K
3aMo3JaJon JuarHoctTuke. Hanuume Me3eHTepUaNbHOM HWIIEMHMHM CYLIECTBEHHO
BIIUSICT HA BEJCHUE M MCXOJbI MAIMEeHTOB ¢ PA Tuma A; B mociemIHeM COOOIICHHUH
IRAD y 50% mnanueHTOB ¢ Me3eHTEpHaIbHON Manbnepdy3ueil He MPOBOIUIOCH
XHPYpruvecKkoe JIeYeHHe, B TO BpeMsi KaK COOTBETCTBYIOIIAs JOJS MAalMEHTOB 0e3
3TOTrO OCJIOKHEHUs coctaBuia 12% [124]. YpoBeHb TOCHHUTANIBHON JETaIbHOCTH Y
MaIeHTOB C ME3CHTepUANTbHON Masbnepdy3ueldl modTu B TPHU pasza BBIINIE, YEM Y
00bHBIX 0€3 3Toro ocinokueHus: (63 mporus 24%) [ 124]. XKenymo4uHO-KHUIIIEUHBIC
KpoBOTCeueHHs (BCiieZCTBHE HWH(ApKTa OpBDKEHKH, aOpPTO-NHUIICBOIHOTO CBHIIA)
KpaiiHEe PEIKHU.

lloueunas neoocmamounocms. Berpeuaercst npu Havane 3aboJieBaHus, MO0
MaHU(DeCcTUpPYyeT BO BpeMs JiedeHus ¢ gactoToit 1o 20% mpu octpom PA tuna A u ~y
10% mnamuentoB ¢ PA tuma B [ 124]. Moxer OBITh CJCACTBHEM IOYCUYHOMN
runonepdy3un uiam uHapKTa MOYKU, BTOPUYHOM MO OTHOIICHUIO K BOBJICUCHUIO
MOYEYHBIX apTepuii B PA, Wi pa3BuBaThCA U3-3a JJIUTEIbHON THIIOTOHUU.

4.7.1.3.2. NPOYUE NPOABJIEHNA OCTPOIO
AOPTAJIbHOIo CUHOPOMA

Humpamypanvnas ecemamoma - onun 3 BapuantoB OAC, Koraa mpoucxoauT
dopMupoBaHrEe TeMaTOMbI B MEANH aopThl IpHu otcyTcTBuM JIIIp 1 paspbiBa HHTUMBI
(dbenectparuu). UMI™ quarHoctupyeTcs Ha OCHOBAHUW HAJIMYHSI YTOJIIICHUS CTEHKU
aopTel >5 MM OKpyrmoil (opmpl WIM B BHAE TOJyMecsia, U MPU OTCYTCTBUU
KpOBOTOKa. JTa cocTrosiHue MoxkeT coctaBisith 10-25% ot Bcex ciayuaeB OAC.
Bosncuenune Bocxomsiieii aopTel u ayru aopthl (Tum A) npoucxoaut B 30% u 10%
CJIy4aeB, COOTBETCTBEHHO, B TO BpeMs KaK MOpaKeHHE HUCXOIAIIEH TPyIHON aOpThI
(tun B) BeisBisercs B 60-70% ciyuasx [126].
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llenempupyrowas aopmanvHas — A36a onpenesercs KakK A3Ba
aTEPOCKJIECPOTUYECKOM  OJISIIIKA ~ aOpThl, MPOHUKAIONIASA YEpPe3 BHYTPEHHIOIO
3JIACTHYECKYI0 IUIACTMHKY B Meauio. Kak OCIOoXHEHHE IpU HACIIEICTBEHHBIX
aopTomaTHsIX HE BCTPEUACTCs, B CHIY €€ (DOPMHUPOBAHUS B YCIOBUSAX BBIPAKCHHOTO
aTepOCKIIEPO3a TPYIHOU AOPTHI.

(Omepanuuennwiil) paspvlé anegpuzmvl aopmuvl AOJDKEH OBITh 3al0J03PEH Y
BCEX TMAIMEHTOB C OCTPOM 00JIbIO, KOTJa NPU BU3YAIU3UPYIOUIEM HCCIICIOBAHUU
oOHapyKMBaeTCsl aHEBpPU3Ma aoOpThl C COXPAHHOW CTEHKOW. B 3TuX ycroBusx
PEUUINBUPYIOMINI UM CTOMKUN OOJEBON CHHIIPOM, a TakKe IUIEBPAJIbHBIC BBINOT
WIM aclUT, OCOOCHHO MPOrpPEeCcCCUpPYIOIUE, CBUICTEILCTBYIOT O BBICOKOM PHCKE
paspbiBa  aoptbl. DoOpMUpOBaHHE NEPUBACKYISIPHOM TI'€MAaTOMbl MACKUPYETCS
NePUAOPTAIBHBIMA ~ CTPYKTYpaMH. IIJIEBPOM, TIEPUKAPAOM H  3a0PIONIMHHBIM
MPOCTPAHCTBOM, a TaKXK€ OKPYXAIOIMMU opraHamMu. Takum o0pa3oMm, MAIMEHTHI C
OTTPaHUYCHHBIM Pa3pPHIBOM A0PTHI TEMOJIMHAMUYECKH CTAOUIIbHBI.

KITIOYEBBIE MNOJIOXKEHWUA. Creoyem paziuuame o0sa nammepna

KAUHUYECKOU KapmMuHbl: NAYUEHMO8 C UCXOOHO ocmpuim PA, nepeweowum @
XpoHuyeckyro ¢haszy 3abonesanus, u mex, y Ko2o 0uazHo3 Ovli 6nepavie YCmaHos/eH 8
XpoHuueckou ghaze 6 ude Gopmupyrowericss aHeepuMbl Aopmbi.

Tunuunvie xnunuueckue npusnaku AI'A nosenaromcs moavko npu pazeumuu
cocyoucmuix  (aopmanvhvix) — kamacmpogh.  Bue  yxazammvix  nposenenuil
CUMNMOMAMUKA Hecneyuguyna.

B ouacnocmuxe cunopommvix Gpopm API'A  credyem ucnonvzosamo
MEIHCOYHAPOOHbIEe CO2NACOBAHHblE Kpumepuu OUdeHOCIMUKYU U ONUpamsvCcsi Ha
Genomunuyeckutl CUMNMOMOKOMNIEKC.

B ouacnocmuxe ncAPI'A cnedyem ob6s3amenvHo Npo8oOumv CKPUHUHE HA
panee Heuzgecmmuvle cneyuuueckue KIUHUYeCKue NposeieHus, npu ocmompe u no
Pe3VIbmamam UHCMPYMEHMAIbHbIX UCCTIe008AHULL.

Pexomenodyemcs knunuueckoe ucciedosanue pooCmeeHHUKO8 Nepeoti CmeneHu
(6pamves u cecmep - pooumeneii) nayuenma ¢ API'A ¢ yenvio onpedenenus eé
cemelHou hopmol

Habmromaercs, 6ospiasi KIMHAYECKass BapuaOeIbHOCTh B Mpejeax KaK OgHOM
CEMbHU, HECYIIMX HWJCHTUYHYIO TEHHYI0O MYTallUl0, TaK W B CIydYasX HEMOIHOU
MICHETPAHTHOCTH («nponyujenHoe noKoieHue).

Mnooicecmsennvie  KiuHuueckue U - BU3YATUSUPYIOUUE — UCCAEO0BAHUS
noomeepoicoarom 6ojiee 0OWUPHOE B08NeHeHUe APMEPUATbHOU COCYOUCTOU Cem,
yem npocmo 2pyoHo20 omoeid aopmel.
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4.7.2.BUSYANTUSUPYIOLLME METOAbI NCCIIEOOBAHUA

AopTa SBJISETCS CIOXHON T'€OMETPHUUCCKON CTPYKTYpOH, B CBS3HM C 4YeM ee
dopMy W pa3mep cleAyeT OICHHBATh psjaoM u3MepeHuit. Ilpm a3tom, ciemnyer
YUUTBIBATh PsIJ] OTPAHWYCHUH, MPUCYIITUE BCEM METOIaM BU3YAIH3AIMH B IIOMHUTH O
TOM, YTO HH OJUH U3 BHU3YAIM3HPYIOIIMX METOJOB HE HMEET HACAIBLHOTO
paspeiieHus, BCICICTBAE YEro IOJyYeHHE YETKOrOo H300pPaKEHUS CTECHKU aOpPTHI
3aBHCUT OT J(PQPEKTUBHOTO  UCIOJIL30BAHUS  METOJa CHHXPOHH3AIMH  C
anekrpokapauorpammoint (OKT).

Hcnonb3ytoT cienyromue MeTobl UCIEeI0BAHMUS

1. Pentrenorpadus rpyJHOM KIETKU

2. Y3U-nonmneporpadus (Hemoporod ©  JOBOJBLHO  MH(POPMATHUBHBIN
METOI).

3. KT-anruorpadus (MeTo, MeHee WHBAa3MBEH, HO HE BCErla TaK JKe
uH(GOpMaTUBEH, KaKk aHTHOrpadus).

4. MPT-auruorpadus (He oka3bIBacT Jy4YCBOW HArpy3Kd, HO MOXKET OBITh
meHee nHpopmatuBHa, yeM KT-anrunorpadus).

5. Auruorpadus («3010TOM CTaHAAPT» AMATHOCTHKH).

4.7.2.1. PEHTTEHOIPA®UA NrPYOHOW KNETKK

Pytunnas penmeenocpaghus epyouou kiemxu WrpaeT BECbMa OTPAaHUYEHHYIO
poinb B gnuarHoctuke AI'A, naxe ecnu Bo3HukaeT OAC, ocobOeHHO ecnu
OTpaHUYMBATLCS TOJBKO Bocxojsmiel aoptod [127]. Ilomo3penue Ha Hamuuue y
HalMeHTa MaToJIOTUHA a0pPThl BO3HUKAET B Cllydyae OOHApYKEHUsS MOAYEPKHYTOCTH 1
OyTU MEAUACTUHAIBHOIO KOHTypa CEepACYHOUW TeHU cieBa. Hamuuue HOpMalbHOTO
CHJIy3Ta aOpPThl HE SIBJSIETCSI JOCTATOUYHBIM, YTOOBI MCKIIIOYUTh HAJUUYUE aHEBPU3MBI
BOCXOJSAILIEN aOpPTHI.

4.7.2.2. AHTUOTPA®USA FrPYOHOWU KNETKU

Aneuoepaghus ABJIACTCA VHBA3UBHOU MPOLIEAYPOH, TpeOyromen
UCIIOJIb30BaHUsI KOHTPACTHBIX MpenaparoB. C €€ NOMOIIBbI0 MOYKHO BU3yalIu3UpOBAThH
TOJBKO IPOCBET AOPTHI M, CIIENOBATEIBHO, JUCKPETHBIE AHEBPU3MBbI A0PTHl MOTYT
ObITh TIpomymeHbl. Kpome Toro, 3ToT Metoa MeHee noctyneH, yeM TT-DxoKI™ wmm
KT. Ilo 3Toi1 mpuunHe cpeaym METOA0B JIHUArHOCTUKHU NEPBOM JIMHUM HEWHBA3UBHbBIC
BU3YaJIM3UPYIOIINE METO/bl B 3HAYUTEILHON CTETEHU 3aMEHUIU aopTorpaduio, KaK
y OonbHBIX ¢ mogo3penueM Ha OAC, Tak U IpU BEPOSATHOM JINOO MOATBEPKIEHHOM
xpoHudyeckoM PA.
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4.7.2.3. YNIbTPA3BYKOBbIE UCCJIEOOBAHUA.

JUis olleHKH pa3Mepa aopThl MPUMEHSIETCS dXOKapAuorpapuueckuil MeToj
JTUArHOCTUKH, KOTOPBIM SIBJISETCS JIOCTATOYHO TOYHBIM M  BOCIPOU3BOJUMBIM
UCCJIeIOBAaHUEM IPHU COOJIOIEHNN TPeOOBaHUI MPOTOKOJIA.

Tpancmopakansnaa xoxapouozpagus (TT-Ix0KI) — nanboiee YacTo
UCIOJIb3YeMbId B KIMHUYECKOW MPAKTUKE METOJ JJII MU3MEPEHUs MPOKCUMAIbHBIX
CErMEHTOB a0PTHI.

TT-OxoKI' — OTAu4HBIA METOJ BHU3yalIM3alUU Ui IOCIEHOBATEIbHBIX
M3MEPCHUI MaKCUMAIbHBIX THAMETPOB KOPHSI aOPThl IS OICHKH aOpTaIbHOU
HEJO0CTaTOYHOCTU U BbIOOpa BpeMeHHM IU1aHoBOi omepauuu npu AI'A. Ilockoibky
npeobiafarieil 00JacThi0 pPACIHIMPEHUS SIBISETCS NPOKCHMMalibHas aopta, TT-
Ox0KI" wacto mocTatouHo s ckpuHuHTa [ 128].

B cmanoapmusiii. npomoxon oyeHKu pamepos KOpHSA aopmvl 8X00SM
ouamemp:

1. ¢ubposnHoro konpia aopranbHoro kiamnad (PK AoK),

2. cuHycoB BanbcaibBbl,

3. CHHOTYOYJISIPHOTO COCMHEHUS,

4. TtyOynsapHO# YacTH (MPOKCUMAILHOTO OT/IEJIa) BOCXO/SIICH a0PTHI.

Jliis u3mepenust quamerpa GUOPO3HOTO KOJIblla a0PTAILHOTO KIIallaHa, aopThl
Ha YpOBHE CHUHYCOB BanbcanbBbl, CHHOTYOYJISIPHOTO COEIWHEHUS U TYOYJISpHOM
JaCTH BOCXOJISIICH aOpThI MPUMEHSIETCS TapacTepHAbHAS MO3UITUS IO JUTMHHON OCH
(puc. 2.4; puc. 2.5), KoTOpasi UMEET MEPBOCTCIICHHOE 3HAYCHHE. [laHHAs TPOCKITHS,
JIOTIOTHUTENIPHO TO3BOJIIET TOMYYUTh U300PKEHUSI AYTH aOPThl M TPEX OCHOBHBIX
CYMpaaopTaIbHBIX COCYIOB C MEPEMEHHBIMH JUIMHAMH BOCXOSAIINN W HUCXOISIICH
AOPTHI.

JInst u3MepeHusi JuaMeTpa KOpHs aopmbvl PEKOMEHIYETCS HCIOJIb30BaAHUE
HOJIX0Ja «om nepednezo kpasi 0o nepeonezo kpas» (leading edge-to-leading edge)
(puc. 2.4.A).

N3mepenue nuamerpa @K AoK mnpoBoaUTCA BCerja MO METOAMKE «om
sHympenne20 Kpas — 00 enympennezo kpas» (inner edge-to-inner edge) (puc. 2.4.5)
BO BpEMs CHCTOJIbI, B JIEBOM ITAPACTEPHAIBHOU MO3ULHH MO JJIMHHOU OCH, IIPU 3TOM
MOJIy4aeTCsl MAKCUMAJIbHBIN IMaMETP BBIHOCSIIIETO TPAKTa JIEBOTO KEITYI0UKa.

B HOpME y KOpHS a0pThl MAaKCUMAJIBbHBIM SBJISIETCS] pa3Mep Ha ypOBHE CUHYCOB
BanbcansBpl, Ha BTOPOM MeECTE€ CTOWT CHHOTYOYJISpPHOE COCIMHCHHE W
MUHHAMAJILHBIM pazMepoM obiagaeT (GuOpo3HOe KOIBII0 a0pTAIBHOTO KianaHa. Ecim
TaKoe pacIpeielieHne HapyIIaeTcs 3TO TOJDKHO OBITh OTPaKEHO B 3aKkimrodeHUH. [1pu
BBISIBJICHUW PACIIUPEHUS KOPHS aOPThI JODKCH OBITh 3a(pKCHPOBAaH MaKCUMaJIbHBIH
pasmep.

B kauecmee noxaszamenei, xapakmepusyowux pazmep aopmsl UCHOAb3VIOMCSL.

o dakTHueckuii guaMeTp aopThl (MM);

*  OrtHomeHue (HaKTUIECKOTO pa3Mepa aopThl K IJIOMIAIM MTOBEPXHOCTH Teja

(cm/M2);
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* Z —KpuTEpuil.

A b

Puc. 2.4 - TpancropakaipHas 3xXokapauorpadus. MismepeHrne KOpHs a0pTHI 110 JUIMHHON OCH W3
JIeBOM MapacTepHaiIbHOU mo3unuu: 2.4. A — 10 METOJAUKE «OT MEPETHEro Kpas 10 MEepeIHEro
Kpas»; 2.4. B - 10 METOIMKE «OT BHYTPEHHETO Kpasi 10 BHyTpeHHero Kpas». Cokpawenus. A —
pazmep @uopoznoco Koavya aopmanvHoz2o Kianauwa, B — pazmep aopmwvl na yposue cunycog
Banvcanvewi;, C — pazmep aopmvl Ha yposHe cunomyoOyusapHoco coeounenusi, AAO0 —
NPOKCUMATbHAS Yacmb 8ocxoosweti aopmol; LA — nesoe npedcepoue; LV — neswiii sicenyoouex;,
RV — npaswiii scenyoouex.

Puc. 2.5 TpancropakanbHas 3xokapauorpadus. M3amepenue BoCXoasIei aopTsl U3
MapacTepHAIBHOTO JTOCTYTIA 1O JJIMHHON ocu. AAO — BOCXOIATINI OoTen aopThl, LA —
neBoe npenacepaue, LV —nessiit xxenynouek, RV —npaBslil xenyaoyex.

Memoowt pacuema oonxcrnozo ouamempa aopmut ([{/JA), Z — kpumepuil.
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Henocrarkom »stamonnoit moxean Roman M.J. (1989r.) [129] sBnsercs
pasjielieHre MaMeHTOB BCEro Ha TpH rpyIisl mo Bo3pacty (mo 20 mer, 20-40 net u
crapmie 40 Jer), 4To HE JaeT BO3MOXXKHOCTH THOKO YUYHTBHIBATH MHHHMAJIbHBIC
BO3PACTHBIC U3MEHEHMUSI.

TouHblli y4yeT BO3pacTa B HOPME Yallle BCEro KIMHUYECKOTO 3HAYCHUS HE
UMEET, B TO € BpeMsl MpH TaKUX COCTOsAHUAX, kak MDPC u MapdaHonoaoOHbIHl
(dbeHOTHIl, BEJIMYMHA €KETOAHOTO YBEIMYECHHUS pa3Mepa aopThl MMEET BaKHEUIee
TaKTUYECKOE 3HAYEHUE M TO3TOMY PacuéT JOJDKEH OBITh MPOU3BEICH MaKCUMaJIbHO
TOYHO.

Onmumanvuviv 01 pacuema Jl[/IA 0Ona  63pocivix Aeusemcsi Memoo
RB. Devereux (20122.), komopwiti yuumsiéaem nox, 603pacm, HIOUAOb
nogepxuocmu mena, eiuAlowue Ha pasmep aopmsi. Jnga xopHs aoptel A
(oxxmmaemoe cpenHee, |) ypaBHCHHE UMEET BUL:

JJA (W) = 2,423 + (Bo3pact * 0,009) + (ITIIT * 0,461) - (ITon [M =1, XK
=2] * 0,267),
SE 0,261 (1)

rae U - oxumaemoe cpeanee; [T — mronrans moBepxHoctu Tena; 0,261 — SE, cranmapTHas
OIJJI/II[AK CpCAHECTO MJIA1 JAHHOTO YPaBHCHUS (I/ICHOHBSYCTCH IIpu pacyeTe Z'KpI/ITepI/IH (CM. HI/I)KC))

B ypaBHenuu npucytcTBYrOT mnokazarenu Bo3pacta, IIIIT u moma. {anubie
NEePEMEHHBIC JIETKO TOJYy4uTh 0€3 JOMOJHUTEIBHBIX METOJOB HCCIIEIOBaHMUS.
[TosToMy ypaBHEHHE JIEIKO MTPUMEHUMO Ha MPAKTHUKE.

Haubonee pacnpocmpanennvim u nooxooswum memooom pacuema IIIIT ons
s3pocavix cuumaemcs memoo Du Bois D and Du Bois EF (1916c.), npuseoennuiii
HuKce:

[TIIT (xr/mM2)= 0,007184 * Poct 0,725 * Bec " 0,425 (2

WNHTtepniperanusi JaHHBIX:

A. OO0 yBenmuyeHUW pa3Mepa aopThl MOXKHO TOBOPUTH MPHU TPEBHIICHUN
¢axTrueckoro muamerpa aopthl (PJIA) wan JIJIA mnpu cpaBHEHHH aOCOIFOTHBIX
3HAYCHUM.

b. ]Jlpyrum paBHO3HAYHBIM OTHOCUTEJIbHBIM IOKA3aTeJIeM YBEIUYCHUS
JMaMeTpa aopThl CUATACTCS MpeBbieHne oTHomeHus OJIA (Bocxoasiero oTaena) K
TUIONIAIM oBepxHOoCTH Tea. [loka3arens 6onee 2,1 cM/M2 curTaeTcs PEeBBITICHHEM
y HalyeHToB crapiie 15 Jer.

B. Opnako, Ha TMpakTUKE, HE KaXJI0€ aOCOJNIOTHOE WIM OTHOCUTEIBHOE
MpEBbIIIEHNE OYNEeT CTAaTUCTUYECKH 3HAYUMBIM. JIJIsl TOrO 4YTOOBI MOHSTH KaKOBO
npeBbIicHne (aKTUYECKOr0 pa3Mepa aopThl HaJ JOJDKHBIM, TpUMEHseTcs Z -
KPUTEPHUH.

Pacuer Z-kputepus. B ynporieHHoM nmoHuMaHuu Z - KpUTEpU MOKa3bIBaeT Ha
CKOJIbKO CTaHAapTHhIX oTkIOHeHHH @OJIA mnpepwimaer JIJIA (U - oxumaemoe
cpenHee).

Z - KpUTEpHUi pacCUMTBIBACTCS I10 CAeAyomel hopmye:
Z=(PIA - IIA)SE, (3)
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®JIA — dakrtuyeckuii quamerp aopthl, AJIA — moymkHbIH nuametp aopThl (L,
OXKHUJaeMOe CpelHee IO PEerpecCHOHHBIM MojensaM), SE - cranmaptHas omm/IAK
CpeITHETO, pacCUMTaHHAs IS HCIIOJIb3yeMOH pEerpecCHOHHON Mozenu (MpuBeicHA
BBIIIIE).

Z-xputepuii = +1, +2, +3 COOTBETCTBYET +1, +2, +3 CTaHJAPTHOMY
OTKJIOHCHHIO OT IPEJIIoJiaraeMoi PerpecCHOHHON KpUBOH (0XKHIaeMOT0 CPEIHETO).
[Ipu HOpManbHOM pacnpeneneHuu, 68% or nomynsuuu OyAyT HAXOJIUThCA B
npeaenax 1 cranmaptHeiX oTkIoHeHuM, 95,4% B mnpenenax *2 cTaHAAPTHBIX
oTkJIoHeHuH, 1 99,7% B npeaenax +3 cTaHIAPTHHIX OTKIOHCHUH.

Takum o0pa3zoM, Ha MpaKTHKE MPU pacuyeTe pazMepa aopThl IPHU MPEBHIIICHUH
KPUTHYECKOTrO 3HadeHus — - 1,96 > Z > +1,96 (npu ypoBHe 3Haunmoctu 5% HyeBas
THIIOTE3a OTBEPracTcs) M BeduYrMHA (AKTHYECKOrO 3HAYCHHS OyIeT CUUTAThCS
cratucTruecku 3Hauumon (P<0,05). Jlpyrumu cioBamMH, €CIIMd TPU H3MEPCHHU
pasMepa aopThl M BBIYHMCIACHHS MMoOJydeH Z - kputepui >+ 1,96 (i = 2) 310
03HAYAET, YTO pa3Mep 3HAYUMO OTKJIOHSETCSI OT HOPMBI.

NmenHO pmaHHBIA TOKa3aTenb (Z-KpUTepwii) NPUMEHSETCS B KAuecTBE
TJIABHOTO KPUTEPHS IS OIEHKH pa3Mepa aopThl MPU TUATHOCTUKE TEHETHYECKUX
aopromnatuii (M®PC) B ['eHTCKHX KPUTEPHUSIX.

[Tpu TOJIOKUTENBHBIX 3HAUCHUAX Z - KPUTEPHUS MOXKET TPOU3BOIUTHCS OIICHKA
CTerneHn auiaTanvu (HadanabHasl, CpeaHssa U Tshkenas) npu Z — kpurepun 1.97 — 3.0;
3.01-4.0 u > 4.0 cOOTBETCTBEHHO.

JUis BU3yanu3alMu BEpPXHEW COOTBETCTBYIOLIEH TIpaHUIbl HOPMBI, MOKHO
BOCIIOJIb30BaThCSl HOMOTpaMMaMHU, MPe/ICTaBIIEHHBIMU Ha pUcyHKe 2.6 u 2.7.

/K
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Puc. 2.6 - [ToBepXHOCTh PEACTABISIONIAS JUAMETP KOPHS aopThI Bbitie 1.96 Z-
KpUTEpUs HaJ TOJLKHBIM JuaMeTpoM aopTsl B 3aBucumoctu oT [IIIT u Bo3pacra ms
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MYX4HuH (azantupoBaHo U 3auMcTBOBaHO u3 Devereux, RB. et al. Am.J. Cardiol.
2012;110:1189 -1194.)
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Puc.2.7 - TloBepxXHOCTb, MPEACTABIAIONIAS JHAMETp KOpHS aopThl Bbime 1.96 Z-
KpUTEPHS HaJ JOJLKHBIM JUaMeTpoM aopThl B 3aBucumocTH ot IIIIT u Bo3pacra s
xeHiuH (aganTupoBaHo W 3auMmcTBoBaHO u3 Devereux, RB. et al. AmJ. Cardiol.

2012;110:1189 -1194.)

Upecnuuiesoonan rxoxapouozpaghus. OTHOCUTENbHAST 0JIU30CTh MUIIEBOIA U
IPYy/AHON AOpTHI MO3BOJSET TOMy4YaTh H300pa)KEHHsI C BBICOKMM pa3pelICHHEM C
MOMOIIFI0  BBICOKOYACTOTHOW dYpecnuieBoqHON sxokapauorpaduu (YI1-DxoKT')
(puc. 2.8.). MynbTUIUIaHApHAS BU3YyaIH3alHs YIY4IIAeT OIICHKY a0pThI OT €€ KOPHS

10 HECXOAsIero otaana [128].
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UIT-OxoKI' sBisieTcss TONYWHBAa3MBHBIM METOJIOM U TpeOyeT ceaaluu,
cTpororo KoHTpoJst A/l, a Takke UCKITIOUEHHs 3a00JI€BaHUM MUIIEBOAA.

Cambie BakHbIE HM300pa)KEHUSI BOCXOJIAIIEH aopThl, KOPHA AaOpPThl U
AOPTAJILHOTO KJIaraHa mojiydarorcs npu Beicokoi YIT-DxoKI mo mmHHOM ocu (nipu
120-150 ) u kopotkoii ocu (Ha 30-60 ).

N3o0pakeHnst  BOCXOJAIIEH  aOpThl  4YacTO  COAEPKAT  MCKaKEHWS,
00yCIOBJICHHBIE peBepOepalieil oT 3aJHel CTEHKHW BOCXOSIIEH aOpThl WM 3aJHEH
CTEHKHU IMpaBOM BETBU JIETOYHOW apTepuH, W BBITIAIAT KaK BHYTPUIIPOCBETHBIC
TOPU30HTAIbHBIE JIMHUM, [JBIKYIIMECS NapajjieibHO C peBepOepUpyIOIIUMU
CTPYKTypaMH, 4TO MOKET OBbITh YCTAHOBJICHO MpH uccieaoBanuu B M-pexxume [ 130].

BcerencTBrue MHTEPHO3MIIMK TPABOTO OpOHXA M TPaxeH, KOPOTKHH CErMEHT
JMCTAIBHOTO OT/ENIa BOCXOMAIICH aopThl, Kak pa3 mepea OpaxuoredaabHbIM
CTBOJIOM, OCTAeTCsl HeBUIUMbIM (“ citernoe maTHO” ).

3D UIIl-DxoKI' B pexume peanbHOTO BpeMeHU oO0JagaeT HEKOTOPBIMH
IPEUMYLIECTBAMH 1O cpaBHEHUIO ¢ AByMepHbIM UII-OxoKI', HO ero mpeBocxoacTso
B KIIMHUYECKON IIPAKTHUKE ITOKA €Ille N3y4eHO HENOCTATOYHO.

Pucynoxk 2.8. UpecnuieBonHas sxokapauorpadus. M3mepenue KopHs aopThl MO JJIMHHOM OCH B
MOTIEPEYHOM pa3pe3e BOCXOJINEH M HUCXOAANICH aopThl, C YKa3aHWEM TOYEK H3MEPEHHUs
JMaMeTpa: CUHYycoB BanbcanbBbl, Hayallo BOCXOAALIEH aopThl, BOCXOAALIEH aopThl HAa YpPOBHE
MPaBOM JIETOYHON apTEPUH; TUAMETP KOJIbIA A0OPTHI.

AO- aopta; LA - neBoe npeacepaue; LV - neBoro xxenynouka; rPA - mpaBas jerouHasi apTepus.
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4.7.2.4. KOMNbIOTEPHAA, MO3UTPOHHO-OSMUCCUOHHAA U
MATHUTHO-PESOHAHCHAA TOMOIPA®UA AOPTHI.

Komnviomepnas momoepagus  (KT) wrpaer I[EHTPaJIbHYIO pOJIb B
JTUArHOCTUKE, CTpaTU(UKAIMKM PUCKA, W BEIACHUU TMALMEHTOB C TE€HETUYECKUMH
A0pTONATHUSIMU.

PexomeHnnyercs  ompenensTh — MAaKCUMaJIbHBIM  JAHMAMETP  AHEBPU3MBI
HEPICHANKYJIIPHO OCEBOM JIMHUM cocylda ¢ TMOMOIIbi0 TpexmepHoit (3D)
pexoHcTpykiun KT-uzobpaxkenns [131]. DTor moaxom xapakTepusyercs OoJee
TOYHBIMM M BOCHPOU3BOJUMBIMU H3MEPEHUSMH HMCTUHHBIX pa3MEpOB aopThl, B
CPAaBHEHUU C OINPEIAECICHUEM JHUAMETPOB HAa OCHOBAaHUM AKCHAJIBHBIX CpE30B,
0COOEHHO NPH HAJIMYMU U3BUTHIX WM NEPEKPYUYEHHBIX COCY/I0B, KOTJa OCh COCYJla U
KpaHHO-KayJaJibHas OCh MallMeHTa He mapauienbhsl [ 132].

C mnonmospenriem Ha PA wmynerucimpanibis KT (MCKT)  sBnsercs
IPEIMOYTUTEIIEHBIM TIEPBHYHBIM METOAOM BH3yanu3anuu [Omumoka! 3akimagka He
onpejeJieHa.|.

[IpeumymecrBamu MCKT, kpome Gosee 00bEMHOI OLIEHKH pa3MepOB aOpThI U
€€ CTPYKTYpBI, SIBISETCSA CKOPOCTh IMPOBEAEHUS MPOLEAYPhI, UTO KpailHE Ba)KHO B
AKCTPEHHBIX CUTYaLIHSIX.

Huarnoctuyeckas tounocth KT g o6napyxkenus PA wmm UMD ¢
nopaxxeHueM rpynHod aoptel nocturaer 100% uyBCTBUTENBHOCTH C OOIIEH
cneruduaaocThio B 98% [133].

Tozumponno-smuccuonnas momoepagus (I15T) MoxeT OBITh HCIOIB30BaHA
TUTsE OOHAPYKEHUSI COCYIMCTOTO BOCHAJICHHMSI B MaruCTPalbHBIX COCyJaxX, T.€. B
KayecTBE Cypporara akTUBHOCTH NMOPAXKEHUS U MPOTrPECCUpOBaHUs 3a00JIeBaHUS B
cinydasx nuddepeHnnanbHON JUarHOCTUKHA. 3HAYEHUE ATOTO METO/1a JJIsl BBISIBIICHUS
UHQPEKINN TPOTe3a a0PThl HAXOAMTCS HA CTaIuu UccieaoBanus [ 134].

Maenumno-pezonancuas momoepaghusi (MPT) ¢ IOCTaTOYHOW CTEIICHBIO
JIOCTOBEPHOCTH TI03BOJISIET BBISABJISATh MaKCUMAJIbHBIA JUAaMeTp aopThl, GopMy H
CTEIIEHb PACIIMPEHUS AOPThI, BOBJICUYEHUE BETBEH aOPThl B AHEBPU3MATHYECKOE
pacmupeHne wid PA, B3aMMOOTHOIIEHUSI C OKPYXAIIUMHU CTPYKTypamu, H
HaMW4ue HWHTpaMmypasibHoro TpomoOa. Ilpu mpoBemenuu MPT wucnonb3yroTcs He
MOHU3UPYIOIINE KOHTPACTHI, KOTOPbIE MOTYT OBITh HCIIOJIB30BAaHBI y TAIMEHTOB C
aJUIEPTUEN HA WO,

I[Ippy MPT wucknroyeHO BO3AEHCTBHE HOHU3HMPYIOIIETO M3JIy4YEeHUsS, KaK M
BBEJICHHUE MOJCOJIEpKAILME KOHTPACTHBIX MIPENapaToB, IOATOMY 3TOT METOJ OTIUYHO
NOJIXOMUT JUIA TIOCJICIOBATCIBHBIX HCCICAOBAHUNA Yy (MOJIOABIX) TAIMEHTOB C
YCTaHOBJICHHBIM JMAarHo30M 3a0oJjieBaHusi aopThl. K coxaneHuto, B SKCTPEHHBIX
Cilyyasix 3TOT METOJ MaJIONPUMEHUM, B NEPBYIO OuepeAb MO MPUUYMHE OOJbIIeH
JUIMTENBHOCTH TIpouieaypsl B cpaBHeHnU ¢ MCKT.

TT-OxoKI', KT u MPT O0onoichbl 8bINOAHAMBC C COOMBEMCMBYIOUWUMU
YCA0BUAMU U NOCAe008AMENbHbIMU 8bI800AMU. DMO O0COOEHHO BAMNCHO, K020d
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duamempbl oocmuearom NOZPAHUYHbLX 3HAYeHUull O npuHAmMuUAa peuterHus o
2
emeuiamenbecmee, d makKaice o OYEHKU CMENEHU pacliuuperusl npu Haba00eHuu

Wmeromuecst crpaTerud BeACHHS IMAIMEHTOB OOBEIMHSAIOT PACIIUPEHHYIO
BU3YaJIM3ALMIO0 AOpPThl HMCXOJHO M B TEUEHHE HAOMIOACHUS B COOTBETCTBHM C
CEMEHHBIM aHAMHE30M CEPICYHO-COCYAUCTBIX COOBITHM.

4.7.2.5. CPABHEHUE OCHOBHbIX BU3YANIU3UPYIOLLUX
UCCIIEOOBAHUMN.

O0001eHHbIE PEKOMEHIAIIMU TI0 BU3YAIHM3AIMH aOpThl U TNPEUMYIIECTBA B
BUJE€ PHUCK / TMO0JIb3a OCHOBHBIX METOJOB HCCIACIOBAHHUM, HCIOJIB3YEMbIX IS
YCTaHOBJICHUSI TMAarHO3a MPH 3a00JIEBAHUIX a0PTHI MPEACTABICHBI B Tabnuie 2.5. u

2.6.
Tabmuna 2.5

CpaBHeHHe MeTO0B BU3YaJIM3AIUHN A0PTHI

TT- YIl- Aoprto-
[TpenmymiecTBa / HEIOCTATKH OxoKI' | OxoKI' | KT | MPT | rpadus
JlerkocTp MCnoJIb30BaHUs +++ ++ +++ ++ +
Jlnarnoctuyeckasi HEHHOCTh + +++ +++ | +++ ++
[ToBTOpHBIE UCCIIETOBAHUS ++ + +H(+)T| +++ -
Busyanusanus CTeHKU aopTL.I2 + +++ +++ | +++ -
CTOMMOCTH - -
JlydeBasi Harpy3ka 0 0 0
HedpoTokcuynocthb 0 0 --

[ Ipumeyanus:. “+" — IOJIOKUTEIbHAS CTOPOHA, — oTpuuarenbHas cropoHa. Konuuectso
3HAKOB OTPaXKaeT 0’KUAAEMYIO MOTEHIUAIBHYIO IEHHOCTb.

1 — +++ TOIBKO I KOHTPOIA B OTHAJEHHOM IIEPUOAE IIOCHE CTCHTUPOBAHUS aOPTHI
(MeTajMYeCKHe KOMIIOHEHTBI), B TPOTHBHOM Cily4ae PEKOMEHAYETCS OIPaHUYUTh JIyYEBYIO
Harpy3ky.0 — IIDT Moxxer OBITh HCHOJNB30BaHA [UIS BU3yaTU3alMM TNPU MOJO3PEHUH HA|
BOCIAJIUTEIbHOE 3a00JI€BaHUE A0PTHI.

Coxkpawenusa:. KT — xomnbrorepHas tomorpagpusi. MPT — marHuTHO-pe3oHaHCHast ToMorpadusi.
UIl-OxoKI'T — upecnumeBogHass sxokapauorpadusi, TT-OxoKIT —  TpaHcTOpakampHas
bxokapauorpagusi, BCY3M — BHyTpucocyaucroe yibTpa3zBykoBoe wuccienoBanue, I[19T —
[O3UTPOHHO-IMHUCCUOHHAs TOMOrpagusi.

2 Huametp aoptsl o nanasiM MPT u KT-anruorpadust, kak mpaBuio, 3aBbiiieH oT 1 MM 10 2 MM, B
CPaBHEHMH C IXOKapAHOrpadhuyecKUMU JaHHBIMH U3-3a BKIIOYEHHSI CTEHKH aOpThI IPU U3MEPEHHH,
a TaKkKe B CBSI3U C TEM, YTO IXOKapauorpaguu U3MEpPEHUs MPOU3BOMATCS B KOHIIE TUACTOIIBI, B TO
BpeMsi kak MPT-u3mepenuss KT-anrnorpadust npencraBisioT cpenHee 3HaueHUe. Busyamuzamms
aopTel ¢ nomomeio MPT-anruorpadus npeanourutensHee KT-anrmorpadust usz-3a OTCyTCTBHUS
BO3JICHCTBUS HOHU3UPYIOUIETO PaIUAIIIOHHOTO O0Ty4YeHHs MallMeHTOB, KOTOPBIM, BEPOSTHO, OyAeT
MMOKA3aHO YaCcTOE JTUHAMHYECKOE BBIMIOTHEHUE N300paKEHHI a0pThl HAa MIPOTSKEHUH UX JKU3HH.
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Tabauua 2.6.

PeKOMeHI[aIII/II/I M0 BU3yaJIu3aluH aopThl

]
PexoMeHaanus KnaccYposens

PexoMeHyeTcs BBITOIHATh U3BMEPEHNUE TUAMETPOB HA OCHOBAHUH 1 C
3apaHee 3aJJaHHbIX aHATOMUYECKUX OPUEHTUPOB MEPIICHAUKYISIPHO
[IPOJI0JIBHOM OCH.

[Ipy TOBTOPHBIX BU3YATU3UPYIOLIMX UCCIEIOBAHUAX a0PThI B 1 C
TEUCHUE ONPEECICHHOIO BPEMEHH ISl OLICHKU U3MEHEHUN
MaMeTpa PEKOMEH1y€eTCsl UCIIOJIb30BATh METO/I BU3YJIM3ALUU C
CaMbIM HU3KUM PUCKOM SITPOI€HHBIX OCI0KHECHUM.

[Ipy MOBTOPHBIX BU3YAJIU3UPYIOIIUX UCCIIEIOBAHUAX AOPTHI B 1 C
TEYEHUE OIPEIECIICHHOTO BPEMEHU ISl OLICHKA U3MEHEHU N
MaMeTpa PpEKOMEHAYETCS UCITOJIb30BAHUE OJTMHAKOBBIX METOJI0B
BHU3yaJIN3aLNH.

PexomeHyeTcs, 4TOObI BCE CYLIECTBEHHbIE 3HAUEHUS TUAMETPOB 1 C
QOPTHI 1 AHOMAJIMU OIKCHIBAINCH B COOTBETCTBUU C CErMEHTALMEN
AOPTHI.

PexomeHTyeTcst o1ieHUBaTh (DYHKIIHUIO TIOYEK, YTOUHATh HATMYKE 1 C
OEpEeMEHHOCTH U aHaMHE3 aAJIJIEPTHYECKUX PEaKIil Ha
KOHTPACTHBIE TIPErnapaThl C IeJIbI0 BBIOOPa ONTUMAIBLHOTO METO1a
BU3yaJIM3allMi C MUHUMAJIbHBIM BO3€HCTBHEM MOHU3UPYIOIIETO
W3JTYUYCHUS, UCKITI0Yasi SKCTPEHHBIC CUTYaIIUH.

Cireyer o1ieHMBaTh PUCK BO3ACHCTBHS HOHU3UPYIOIIETO lla B
U3JTy4EHHsI, 0COOCHHO Yy JIMI MOJIOAOTO BO3PACTA U MALUEHTOB,
KOTOPBIM BBINOJIHSIOTCS] TOBTOPHBIE HCCIIEAOBAHUS.
JluaMeTpbl aopThl MOTYT OBITh MPOWHIEKCUPOBaHbI K Twiomanu |1b B
TIOBEPXHOCTHU TeJa, OCOOCHHO Il KPaHUX BapUAHTOB (BBIOPOCOB)
B OTHOILIEHUU Pa3MEPOB TeEJIA.

: b
IIpumeuanue: a — KJIacc pEeKOMEHIAIMHM,  — YPOBEHb JOKA3aTENIbHOCTH, C — CCBUIKH,
[10/1IEP’KUBAIOLIME YPOBEHb JOKA3aTEIbHOCTH.

KINNKOYEBBbIE NMOJIOXEHUA.

v’ 3omoTol  CTaHAAPT  JUArHOCTHKM  TE€HETHYECKMX  AopTomarhid  —
MHCTPYMEHTAIIbHBIE METO/IbI, IO3BOJISIOIINE BU3YAIU3UPOBATH COCYIBI.

v CrangaptaeiM uccienoBaHueMObITh T 1-OX0KI', mpu BBINOJIHEHHH KOTOPOTO
BAKHBIM JUIs NPABUJIBHOM JMArHOCTHKU SIBJIIETCS HMCIIOJIb30BAHUE COBPEMEHHBIX
KpPUTEpUEB pacyera (MCIONIb30BaHus Z-KPUTEPHUs) Pa3MEPOB a0PTHI.

v B ciydae momo3penuss AI'A Ha OCHOBaHMHU JAaHHBIX dXOKapauorpaduu u/wim
PEHTIEHOJOTUYECKOI0 MCCIIEIOBAaHUs TPYIHON KJIEeTKH, TpeOyercs BoimojgHeHue KT
win MPT (c miam 6e3 koHTpacTa) Juis aJIeKBaTHOW BU3yallU3allMM BCEH aOpThI H
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BBISIBIICHUS TMOPAaKEHHBIX Yy4yacTKoB. KpaliHe BaXHO BBINOJIHUTh H3MEPEHUU
JMaMeTpa MePIeHIUKYIISIPHO MPOAOJIbHON OCH.

v' PekoMeHIyeTCs, 1O BO3MOXHOCTH, OINPEHEIATh MAKCUMAaIbHBIM JHaAMETP
AHEBPU3MbI TICPIICHIUKYJIIPHO OCEBOM JIMHUU COCYa C TIOMOIILI0 TpexmepHoii (3D)
pexoHcTpykiuu KT-uzo0pakenus.

v MCKT B Hacrosimee BpeMs TakKe SBIIETCS CBOETO pPOJA <«30JI0THIM
CTaHJAPTOM», MO3BOJSIOIIMM OLEHHWTH Pa3Mepbl A0PThl HA BCEM MPOTSIKEHWUH, a
TAaK)K€ HCIIOJIB30BaThCA JUIsl OLEHKM AaHATOMUU aoOpTAJIBHOrO KiamaHa. Meron
HE3aMEHUM IpHU MMOJ03peHnH Ha PA.

v MPT sgaBngercs BaXHbBIM auarfoctuuyeckum jgornoiaHenueM MCKT B
HEIKCTPEHHBIX cliydasx. OTCYyTCTBHME HWOHU3UPYIOIMIETO HW3IYy4YEHHUS JIeJIaeT JTY
METOIUKY OCOOCHHO BBITOJHON [IJII OIICHKA TIATOJIOTHHM aoOpThl Y MOJOABIX
MMaI[MCHTOB.

v Heo6xo1uMo MOMHUTE, YTO CYIIECTBYET BHYTPHU- M MEX- MCCIEA0BaTEIbCKAs
BaprualeIbHOCTh IMOJYyYaeMbIX PE3yJbTaTOB H3MEPEHHUS aopThl, B CBA3U C UEM
CIeayeT TMPOBOAUTH CPAaBHEHWE JAHHBIX, [OJYYEHHBIX MPU  OJHOTUITHBIX
00CJIeIOBAHUSIX.

4.7.3.MONEKYNAPHO-TrEHETUMECKUE UCCIIEAQOBAHUA

Crpatudukanus nauueHToB ¢ API'A mo reHeTnyeckod 3THOIOTUU MOXKET
YCOBEPIIEHCTBOBATh M CKOPPEKTUPOBATh (DEHOTUIIMYECKHUE OMHMCAHUs, 00ECIeuuB
HE0OXOANMYI0 HH(POPMAIIMIO JI BIOOpA MPaBUILHON TAKTUKU JICUCHHUS.

1. Ilocnedosamenvrhoe mecmuposarue.

Ucxonsa u3 yactoTel oOHapykeHus mytanuid ipu HCAPI'A, nienecoobpasHbim,
B MIEPBYIO OUEPeb, CUUTAETCS MOJICKYJIIpHO-TeHeTn4Yeckoe TectupoBanne ACTAZ.

CexBeHHUPOBaHUE OCTANbHBIX 9 (IeBATH) TIeHOB, MpHUYACTHBIX K HCAPT'A
(TGFBR1, TGFBR2, MYH11, FBN1, MYLK u SMADS3), Mo>kxHO paccMaTpuBaTh B
orcyrcteue wmytamuid B ACTA2 w/unmm B ciiyyae HaIW4Ms CHUHAPOMATBHBIX
KIMHUYECKUX 0COOeHHOCTEH (Tab. 2.3).

AJNbTEpHATUBHBIE TAHENH H1OC1e008amMeNbHO20 MeCmuposanus Tpu 00enux
dopmax (CHHAPOMHBIX U HECHHIAPOMHBIX) API'A, mpeniaraioTcs B HACTOSIIEE BpeMs
COIJIACHO YaCTOTE U BEPOSATHOCTH BBISBIICHHS MyTallMii B IiejeBbIX reHax [ 135]:

TAA Panel 1. FBN1, TGFBR1, TGFBR2, sACTA2, «COL3Al, *TGF2,
*TGF3, *SMAD3, *MYH11, -PRKG1.

TAA Panel 2: « MYLK, « NOTCH1, « FBLN4, « SLC2A10, « FBN2, « ELN, *
FLNA, « ADAMTSIO.

2. OoHnomomenmHoe ucciedosanue. Vicnonb3oBaHue MyJIbTUTEHHBIX MTaHETEH,
BKJIFOYAIOIINX CEKBEHHUPOBAHUE OJHOBPEMEHHO HECKOJbKUX T'€HOB, B TOM YMHCIIE€ B
00s13aTeIbHOM TOPSAKE, OTBEYAIOIIMX 32 PAa3BUTHE CUHJPOMHBIX (DOPM aHEBPU3MBI
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npu M®C, JIIC u np. (tabdn. 2.3) ciayxar aJlbTepHATHBOW IOCIEI0BATEIBHOMY
TECTUPOBAHUIO

Tadnanua 2.3 — [eHbI U JOKYCHI, CBSI3aHHBIE ¢ CeMeifHBIMI HECHHIPOMHBIMH aHeBpu3Mamu /
AUCCEKIMMHU FPYIHON a0PThl, METOABI UX HIACHTH(PUKAINH

O6o3nauenue |[lonst HCAPCT', oTHeceHHas k| Meron OO0HapyKeHHbIE
reHa MyTAaIlHsIM B TJAHHOM T'eHE UCCIICTIOBAHUS MYy TaIliH
~1-20
TGFBR 1 1-2% AHanu3 ocsenoBatepHocTH / | BAPUAHTHbIE
TGFBR 2 ~ 4% CEKBEHMPOBAHUE * {rIOCHeILOBaTeHBHOCTI/I
~1-20
MYH 11 1-2% — . /
ACTA 2 10-14(15)% aCTHHHBIC
Ananu3 genenuu / JyniauKanui HOHHOFGH/M
FBN 1 HEU3BECTHO § ACICLHH
MY TUTUKALAN
MY LK 104 AHanu3 nocae0BaTeabHOCTH / BapuanTibie
~1% CCKBCHUDOBAHHE * I;OCJ'IGI[OBaTeJ'II)HOCTI/I
o AHanm3 rnociae0BaTeIbHOCTH / BapuanTubie
SMAD 3 ~ 2% CeKBEHMPORAHHE * IOCJIEAOBATEILHOCTH
T
Coxpawenus . HCAPCI' - HeCHHAPOMHBIE aHEBPU3MBI / PACCIOCHHSI TPYIHOM a0PTHI.

Ipumeuanue: * - onpenenecHue NOCIEI0BATENBHOCTH HYKIEOTUIOB B HYKJIEMHOBBIX KMCIOTaX U
AMHHOKUCIIOT B 0€IKax; 8§ — TecTUpoBaHue, MACHTHGUIUPYIOIIEE Aeaennu / TyIIMKALMA KOTOPhIE
TPYAHO OOHAPYKMTH II0 aHa/AU3y NOCAeA0BaTeNbHOCTU reHoOMHOM [HK; MOTYT OBITH HCITOJIL30BAHEI
pasINYHEBIE METO/BI, BKJIIOYAsk KOAMYECTBEHHYI0 / nonrospemeHHyto MLP, metoa MLPA (Multiplex
Ligation-dependent Probe Amplification) u mip.; T — myranuii, k npumepy, 0OHapyKEHHbIE CUKBEHC-
aHa/aM30M, MOTYT BKJIKOYATh HEOOJBIINE BHYTPUIEHHbIE Aenelyn / nHcepuun (BCTaBKHM) M MUCCEHC-,
HOHCEHC- U CaliT- CIUTAMCUHT MYTallK; SK30HHEIE MM MTOJHOIEHHEIE AelIeluy / AyIUIMKauu
0OBIYHO HE OOHAPYKUBAIOTCS.

C KITMHUYECKON TOYKH 3PEHUS, BAXXHO YUUTHIBATH, YTO OUYCHb YaCTO B CEMBSIX
C yCTaHOBIIEHHBIM Al - THIIOM HacleA0BaHUs, MAIMEHTHI MOTYT HE UMETh IOJHBIX
CHUHIPOMAJIbHBIX KJIMHUYCCKMX MpPU3HAKOB. [lojHas MeHeTpaHTHOCTh (4YacToTa
NPOSIBJICHUS] TeHAa B MpH3HaKax) npu HCAPI'A mpoaeMOHCTpHUpOBaHA TOJBKO MpPH
myTanuax B AATI nokyce. B cembsax ¢ myrtanusamu AATZ2 jokyca daiie, B IEPBYIO

ouepeb

y  KCHIIWH,
IIEHETPAHTHOCTH

TaKIXKC

OTMCTACTCsA
O0TMCHACTCA

HHU3Kas

B CCMBAIX C

ACTA2, MYH11, TGFBR1, TGFBR2, MYLK u SMAD3.
[Tpu cnopagnyeckux (HeceMeiHbIX), HecHHAPOMaIbHBIX Al'A, ncnonp3oBaHne

TCHCTHYECKOTO TECTHpPOBaHWS /[ TaHENM MOXET OBITh PacCMOTPEHO,

3a00J1€BaHMUE CBA3aHO C BHICOKUM CEPJICUHO-COCYAUCTHIM PUCKOM.

['eneTnueckoe TecTUpoOBaHUE JOJDKHO MPOBOAUTCS B CEPTUPUIIMPOBAHHBIX
JUArHOCTUYECKUX JIA0OPATOPUSIX, UMEIOIINX OMNBIT B UHTEPIPETAIUU T€HETUYECKUX
AI'A-CBSI3aHHBIX MyTallHil.

IICHCTPAHTHOCTD.

YMeublienve
MYyTalUSIMH B

CCJIn
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I'eneTnyeckue uccnenoBaHUs HMMEKOT IOTEHUMANI JUIsi ONTHUMHU3ALUU CPOKOB
IIPEBEHTUBHOM XHPYPrUYECKOM KOPPEKIMH ao0pThl. B 4acTHOCTH, yCTaHOBIICHUE
MYTAalH B LEJIEBBIX I'€HAX, [IOMOTalOT BBIJECIUTh MAIMEHTOB C PUCKOM 3a00JI€BaHHUS
¥ IPOTHO3UPOBATH PUCK paHHEro paccedeHus npu auamerpax AI'A mensie 5,0 cm.

KINMIOYEBDLIE NONOXEHUA.

v I'eneTnyeckue HNCCIICAOBAHNA HMMCHOT IMOTCHHOHAI I YTBCPXKIACHHA HOBBIX
TAKTUK BCACHHA IIAaIIMCHTOB C APFA, OCHOBAHHBLIX Ha TOYHOM TI'CHCTHYCCKOM
aHaJIn3C.

v Tect-nanens pexkomenayercss mnauueHtam ¢ AIA u ¢ MOJOXKHUTEIbHBIM
ceMeiiHbiM aHaMHe30M API'A ¢ 1enbi0 MOATBEPXIEHUS AMArHo3a TE€HETUYECKOM
APTA.

v I[Ipu cAPI'A mnanueHTaM, OTBEYAIOMIMM IEPECMOTPEHHBIM [ '€HTCKUM
KpUTEpHUSM, MOXKET paccMarpuBaThea 1eneBod aHanmu3 FBN1 no TectupoBanus
A0PTO-TIAHEJIIH.

v IIpn nono3pennn Ha Hanuuve HCAPI'A ¢ KIMHMYECKON TOYKHM 3PEHUS MOXKET
paccMmatpuBaThes 1esneBoit ananuz ACTAZ.

v [Tpu cnAPI'A ucmonb30BaHUEe TEHETHYSCKOTO TECTUPOBAHUS / TAHEIH MOXKET
OBITh PACCMOTPEHO, €CiIH 3a00JI€BaHUE CBSI3aHO C BBICOKMM CEPACUYHO-COCYIUCTHIM
PHUCKOM.

v ['eHeTnyeckoe TecTUpOBaHUE OJKHO MPOBOAMUTCS B CEPTUPUIIMPOBAHHBIX
JUArHOCTUYECKHUX JIa0OpaTOPUSIX, UMEIOIIUX OIBIT B MHTEPIPETAIMU T€HETUYECKUX
AI'A-CBSI3aHHBIX MyTalHi.

v Crpatudukamnus manmueHToB ¢ APAI mo reHeTHyeckod STHOJOTHUU MOXKET
YCOBEPIIIEHCTBOBATh M CKOPPEKTUPOBATh (DEHOTUIIUYECKHUE OMHCAHHs, 00eCIeuuB
HE0OX0ANMY0 HH(GOPMAIIHIO JJI BHIOOpA MTPaBUILHON TAKTUKH JICYCHHUS.

4.7.4.0CHOBHbIE AUATHOCTUYECKUE KPUTEPUUN HCAPTA

OcHosubie ouaznocmuydeckue kpumepuu HCAPI'A:

1.1 — mporpeccupyroliee paclIupeHrue BOCXOASIIEH YacTH TPyAHOM aOpThI C
BOBJICUEHHEM CUHYCOB BaslbcabBhl, IMOO TOJIBKO BOCXOISIIICH a0pTHI, JINOO 00eHX;

1.2 — npenunaranus TPOKCUMAIBHOTO OT/IE]a KOPHS MM BOCXOJAIIEH YacTH
aopThl OCHOBaHA HA W3MEPECHUHM DPa3MEpPOB CHHYCOB BallbcalbBhl M BOCXOMSIICH
A0PTHI C UCTIONH30BAHUEM TaKMX METO0B Bu3yanu3anuu kak 2D-3XO-KT', KT, MPT
Wi aHruorpadus B CPaBHEHHUH C COOTBETCTBYIOIIMMH BO3PAaCTy HOMOTpPaMMaMH,
MHIEKCUPOBAaHHBIMU 110 ILIomaau mosepxuoctu tena (II1T) [136];

2. — wuckmoveHwe cuHApoMa Mapdana, Jlyuca-Jlutma, Dnepca Jlanmo
COCYJUCTOTO THIA U IPYTUX CUHAPOMaIbHBIX MpuuuH APT'A;

3. —IOJIOKUTEIbHBIN ceMelnbIii anaMmHe3 APT'A.

OcHosuble ouacnocmuyeckue kpumepuu cAPI'A COOTBETCTBYIOT KPHUTEPHUSIM
HCAPT'A, 3a uckimodenneMm m.2. W TOATBEPKIAIOTCS HAMPOTUB, CHUHAPOMATIHLHOM
stuonoruenn APT'A.
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4.8. OUNODPEPEHUUANBHAA OUATHOCTUKA

Hwxe  npuBoauThcs  KpaTkash  KIMHUYECKas,  ATHUONATOrE€HTUYECKS
XapaKTepUCTUKA OCHOBHBIX TEHETHYECKMX M  MOJEKYJSPHBIX  CHUHJIPOMOB,
nporekaronmx ¢ popmupoanueM cAPI'A u HcAPT'A.

4.8.1.CUHAPOMHbIE ®OPMbl (PEHOTUIbI) APTA

Cunopom Mappana (MDPC) umeer AJl-TMN HacieOBaHHS C OXHIAEMOU
gacroroit 3-5/10 000 u moneir HeomyTarmii 20-25% oT Bcex 3aperuCTpUPOBAHHBIX
ciydaeB (t.e. B 20-25% ciywaeB y poauTeneil MAIlMEHTOB 3a00JCBaHUS HE
oTMedaeTcs). B paBHOI cTeneHW 3TO pacHpoCTpaHsIeTCs KaKk Ha MYXXKYHMH, TaKk M Ha
KEHIIMH BO BCEM MHUpE. YCTAaHOBJICHA YETKas MPUYUHHO-CIEICTBEHHAs CBS3b C
mytauusmu B Tene FBNI1. Cuumopom Mapgana — xiaccudeckass MOIECIb
HACJIEJICTBEHHOT'O HaPYIIEHUSI COCTUHUTENBHON TKAaHU C BOBJICYCHHEM 3PUTEIBHOM,
CKEJIETHOW M CEPIEYHO-COCYIUCTON cHuCTeEM. CepleyHO-COCYIUCThIE MPOSBICHUS
BKJIIOYAIOT ~ JAWJATallMii0  aopThl HAa  YPOBHE  CHHYCOB  BanbcaibBhl,
NPEAPACIIONOKEHHOCTh  aOpThl K pa3pbiBy,  HOpOJIALIC  MUTpajbHOro [
TPUKYCIHUIATBHOTO KJIAMaHoB ¢ / 0€3 peryprutaiuy U paciiipeHue MPOKCUMAIbHOM
JIETOYHOM apTepuu. 3aKiIovyaeT B ce0e MOBBIIMICHHBIA PUCK JUJIATAIlMU, PACCEUCHHUS
u/Wim  paspbiBa a0pThl, KOTOPBIC SBJSIOTCS OCHOBHOHM TNPUYMHOW YBEIUYCHUS
CMEPTHOCTH.

bnuzopykocTs sBisieTcst Haubosiee  PacpOCTPaHEHHOM OCOOEHHOCTBIO;
CMEIIeHNE XpyCTalliKa OT IIeHTpa 3pauka Habmogaercs B 60% ciydaes.

CkeneTHbie MPOSIBIICHUS BKJTIOYAIOT HECTaOMIBHOCTh CYCTaBOB,
HENPOMOPIMOHATFHO JUTMHHBIE KOHEUYHOCTH ISl pa3Mepa Tella, BOPOHKOOOPa3HYIO
WM KWIeBHIHYIO nedopmanuto rpyaHon kietku (JI'K) u ckommos.

[Tpu3HaHo, 4TO MOIEKyJIsApHbIe AeDeKThl W (PEHOTUIT HETOCTATOUHBI IS
TOYHOW CTpaTU(UKALUKA aOpTaJbHOTO pHUCKA. BHYTPUCEMEHHAas HW3MEHYUBOCTH
WITIOCTPUPYET TOT (PakT, YTO T€ K€ MOJIEKYJSIpHbIE NIe()EeKThl MOTYT HMETh
pa3iuuHble  TOCIEACTBUA Y  pa3HbIX  HMHAUBUAYYMOB.  YOeIUTEIbHBIM
JI0KA3aTeIbCTBOM HAJIM4YUS IMEPEKpPecTa WIM CXOXKECTU KIMHUYECKHX MPOSBICHUM
CIIy’aT YCTAHOBJICHHbIE MYTallMM B pPa3jU4HbIX TeHax, koaupyromux FBN1 u
TGFAR2 B 10% cnydaeB mpu TMOJHOCTHIO BBITIOTHEHHBIX MEXKIyHAPOIHBIX
kputepueB CM. Tem He MeHee, mpH KpailHE BBIPAXECHHOM (PEHOTHITHYECKOM
noauMopdu3Me, HATUUUe MyTalllil B "HEOHATABHBIX» dK30HaX 24-32 peruoHa reHa
FBN1 npenmonaraer nanuuue Ooiniee Tskenoro QeHoruna. KinHuYeckn MmoMuUMO
XapaKkTepHBIX WM3MEHEHWH CO  CTOPOHBI  ONOPHO-IBHUTaTeIbHOTO  armapara
(ynnuHEHHBIE TpyOYaThie KOCTH, aHOMAJIMU CKEJIeTa, THIEPMOOHIBHOCTh CYCTaBOB
('MC)) u Hemopa3BUTHS KUPOBOH KJIETYATKH HAOJIOJACTCS MATOJIOTHS B OpPraHax
3pEHUS] W CepACYHO-COCYIAMCTOM CHCTEMbI, YTO B KJIACCHUECKHX BapHUaHTaX
cocraBisieT Tpuagy Mapdana.
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NmeroTcst paboThl, yKa3bpIBaIOlMe Ha MPUYACTHOCTh MyTaruu B rene FBN 1 k
pa3zBuTHio HCAPI'A 6e3 knaccnueckux npuzHakoB MOC. CrnenyeTr NoI4epKHYTh, YTO
aBTOPBI CJIEAOBAIM CTPOTMM IPUHLHUIIAM COOTBETCTBUS paHEE CYIIECTBYIOIINX
kputepueB nuarHoctTuku M®C, u OollbHbIE B 3THX CEMbSIX HE HMEJIH TJa3HBIX
OCJIO)KHEHMM M  JIOCTATOYHBIX CKEJETHBIX IPOSIBIEHUM 11  COOTBETCTBHS
JIUarHocTuyeckum kpurepusam MOC.

Bpoowcoennas  konmpaxkmypras — apaxHoOGKmMWNHsl  SIBISETCS  NPUYUHOM
myTainuu B reHe FBN2. Pacmmpenue aopTel oTMeuaeTcsi peako, IporpecCupoBaHue
naunatanuu ocrmapuBaetcs [137]. XapakTepusyercss MappaHOIo00HONH BHEITHOCTHIO
C BBICOKHMM, XYAbIM TaOWTYyCOM C KIJIACCHYECKOW JOJUXOCTCHOMEIHECH W
apaxnomaktuieil. Ilpu poxxaeHun B HamOoliee TSDKEIBIX CIIydasX OTMEYaroTCs
KOHTPAKTypbl KPYITHBIX CYCTaBOB (KOJCHHM H JIOJBDKKHA) M IMPOKCHMAIIbHBIX
MEXK(PaJIaHTOBBIX CYCTAaBOB TAaNbIIEB pPyK H HOr (KaMOTONakTwims). Moryt
HaOII0/IaThCsl KOHTPAKTYphl Ta300€IpPEHHBIX CYCTaBOB, MNPHUBEIACHHUE OOJIBIIIOTO
najgblla U KOCOJANOCTh. KOHTPAKTyphl ¢ TEUEHHEM BPEMEHU OOBIYHO YIIYUIIIAFOTC.
HauGonpiryto 3Ha4MMOCTh HMMEIOT Ku(}o3 / CKOJIMO3; HAYMHAMOIIHAECS YXKE B
MJIQICHYECKOM BO3PACTEe, UMEIOIIHNE COUATLHOE 3HAUYECHUE B BUIY MTPOTPEAUCHTHOTO
Te4eHUs U HabmoaemMbie O0jIee YeM B TIOJIOBHHE CITyYaeB..

Cunopom Jlyuca-/fumya (JIZ{C) - pe3ynpTaT MyTanuii B perenropax 1 GFBR1
wim TGFBR2, xapakrepusyercsi 0onee arpeccuBHbIM TeueHueM, Hexxenn MOC u
POSBIIAETCS TpUaaou AHOMAJIHIA: KOCTHBIMU (apaxHODAKUTHIIHS,
JOJMXOCTEHOMEIHS, KaMITOAaKTHIusI, ckonno3, 'MC, kunesunnas JII'K) uepento-
NMUIEBbIMA  (BOMYbSI TMACTh, TJIA3HOH THUIIEPTEIOPU3M M KPAHUOCHUHOCTO3BI) H
COCYIUCTBIMH (M3BHIIMCTOCTh apTEpUil, BOCXOIAINAs aHEeBPU3Ma/pacCciOeHUE aOPTh).
B npoTtuBomonoxHoCTh, 60IBIMHCTBO NanueHToB ¢ AP['A mepBoHaYaIbHO UMEIOT
OTpaHUYCHHbIE NPOsABIEHUS B aopTe. OJHAKO, CYIIECTBYET IOBBIIIEHHBIA PHUCK
AHEBPU3M U PACCIIOEHUH APYTHX CYJIOB, B TOM YHMCJE aHEBPHU3M COCYJOB I'OJIOBHOI'O
MO03ra, 0COOCHHO B citydae Mytanuid B perenropax 1 GFBR2 tuma (JIJIC 2 tum).

Cunopom apmepuanvrou ussurucmocmu (CAH) (arterial tortuosity syndrome,
ATS) mpencraBiser coboii peakoe AP-3a0ojeBaHMEe COCTUHUTEIBLHON TKaHHU,
XapaKTepU3yIoIlleecss  pacHpOCTPAHEHHOM M BBIPAKEHHOW  U3BUIIMCTOCTBIO,
YATUHEHHEM, YacThIMH CTEHO3aMH, CETMEHTapHON COCYIMCTOW THIOIIa3uei,
aHeBpU3MaMH aopThl M apTepuil cpenHero pasmepa [138]. 3auactyro oTmeuaercs
BOBJICUCHUE KOCTHOH CHCTEMBI M KOXH. B OCHOBE reHeTHuecKoro aedexTa JIeKHT
TOMO3UTOTHOE WJIM COYETAHHOE TETEePO3UTOTHOE HOCHUTEIBCTBO MYTAIllMii B TCHE
SLC2A10, koTopblii KOAUPYET HHTErpaibHBIM MemOpaHHbIM Oenok 10 Ttuma
(n3Bectrpiii kak GLUT10), 94TO mpHBOIUT K HEMOCTATKY MEPCHOCUYHMKA TIFOKO3BI
[139,[140]. XapakTtepusyercs HapylieHHeM MopQoreHesa apTepuil BCIEACTBHE
HapYUICHUSI YIPYTUX AJaCTHUYECKUX BOJIOKOH Ha ¢oHe ycunenus | GFf-aktuBHOCTH
[140]. B nociieqnee Bpemst posib Tpancmoprepa rioko3sl GLUT10 paccmarpuBaeTcs
B KOHTEKCTE pa3BUTHA WHCyIHHOpe3ucTteHtHoctn [141, 142]. BombmmHCTBO
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NaICHTOB YMUPAET B MJIAQJICHUECTBE, OJIHAKO T€, KOTOPHIC JIOKUBAIOT JO B3POCIIOTO
BO3pacTa, YyBCTBYIOT ceOs xopomo [ 143].

Dnepca-llanno cunopom, cocyoucmoiii mun | VEDS (panee o0o3HavyaBIIAKCS
kak EDS IV tuma) oOycnoenern wmyrammsimu B COL3AL, rene, koaupyromem
komutared Ttuna |ll; xapakrepusyercs cnabocTeio cocynoB u TkaHed. Hapsimy c
XapaKTEepHBIMUA BHEIIHUMU Ipu3Hakamu, omnyaomumu V EDS or MOC, seastores
MIPOCBEUMBAIOLIAs KOXKa, JIETKOE MOSIBJIEHUE CUHSIKOB, JUCTpodHuueckoe pyOlLeBaHue
¥ TIPElPacloiOKEHHOCTh K pa3pblBaM KHUIIEYHMKA W Martku (BO  BpeMms
OepemenHoctn). Kak mpaBmio, paccioeHue Wid pa3pbsiB Bo3Hukaer npu VEDS B
apTepusiX CpPEeIHEro pa3Mepa, XOTs MHOIZIa B 3TOT MPOILIECC BOBIEKAETCA TAKKE U
aopta. [Ipeapacnosio)k€HHOCTH K TOPaKEHUIO KOPHS aopThl He HalIoaeTcs.
[IpumepHO MOJIOBHHA aHEBPU3M/PACCIIOCHUI BO3HHKAET B apTEPHUSX TPYAHOTO HIIH
OpIOIIIHOTO OT/ENIa; aPTEPHUH TOJIOBBI, ICH U KOHEYHOCTEH BOBICKarOTCs pexe [ 144].
Tpu npyrux penkux tuna EDS cBsi3aHbl ¢ CcOCYyIUCTBIMU TNpoOJIeMaMH.
Kudockommornueckuit tum (panee — Ttun VI EDS)  xapakrepusyercs
kudockommoszom, I'MC U MBIIIEYHOM runotoHuen. 1o AP-3aboneBaHue
00yCIIOBIEHO HaApyHICHUSAMH (PEPMEHTATUBHOM AaKTUBHOCTU JHU3WITUIPOKCUIIA3HI,
KOJMPYEMOH  TEHOM PLOD1.  HaGmomanuch  Takue  SBICHUS,  Kak
JUIIaTaIus/paccioeHue aOpThl U Pa3phIB apTepHid cpeanero pasmepa [ 145].

Anespuszma oprownou aopmol  (AbA). B THINWYHBIX ClaydasX BOBJICKACTCS
OprolllHasg aopTa HUXKE OTXOXKIEHUsS MOuYeyHBIX aprepuid. [laTonorus, cBsizaHHas c
ABA, accouuupyercst ¢ aTepocCKIepo30M, NMPU KOTOPOM OTCYTCTBYET MeAHalIbHAs
nerenepaius, Hadmogaemas npu HCAPI'A u M®OC. ABA BcTpeuaroTcsi B OCHOBHOM Y
noxuiblX My>kunH. CemeitHaa arperamusi ABA Xopounio u3BecTHa y POJICTBEHHUKOB
NEpBOM CTENEHH POJCTBA HMHAMBHAA — B JIBEHAJUATh pPa3 MOBBIIIEHHBIA PUCK
passutust ABA [146]. BbisBiicHBl €IMHUYHBIC HYKJICOTHUIAHBIC MOIMMOP(U3MBI Ha
JOKycaxX, yBEIWYUBAIWOLIME pHUCK pa3BuTusi ADBA, MEHIIENEeBCKUE TE€HBbl HE
ycTaHoBJICHBI [ 147].

Cunopom  mynomucucmemuou  OUCHYHKYUU  2AAOKOU  MYCKYAAMYpbl.
[Tepuonnuecku noBTopsromuecs: mytaruu ACTA2 m3mensitomue Argl79, Bei3siBacT
TUCHYHKIMIO KJIETOK TJIAJIKOW MYCKYJaTyphl BO BCEM Tejie. ITO MPHUBOJIUT K OoJee
CEepPbE3HBIM W OYECHb IICHETPAHTHBIM COCYJIUCTHIM 3a00JICBaHUSM, KOTOPBIC
Brimouator API'A, OAII, cTeHo3 u paclMpeHue COCyJIOB TOJOBHOTO MO3Ta,
THIIEPIXOTCHHOCTh MEPUBEHTPUKYIISIPHOTO OENIOoro BEIIECTBA TOJIOBHOTO MO3ra Ha
MPT, nero4nyioo THIEpPTEH3WIO, a Takke (UKCHPOBAHHBIC PACHIMPEHHBIC 3pavKH,
THIIOTOHUEO MOYEBOTO Iy3bIpsi, HE3aBEPUICHHBIH MOBOPOT (ManbpoTaius) H
THITOTICPUCTATIBTHKY KulieuHuka [ 113].

Heycmeopuameiii (6uxycnuoanvhotit) aopmanvhuwsiti kianan (JJAK) B nerckom u
IOHOIIICCKOM BO3pAacTe, Kak IPaBWIO, HE TMPOSABISICTCS KIMHUYECKH, OJHAKO, B
JIMHAMUKE K TPEThel — YETBEPTOH JeKaaaM KU3HH 3aKaHUYUBaeTCS POPMUPOBAHUEM
KampnuduIMpytomero creHo3a aoptel. BaxkHocts JIAK 3akmiouarcs B TOM, dTO
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JTMCCEKITUST a0pThl OOBIYHO TPOUCXOAMT 3aJ0JT0 JO HACTYIUICHHS CYIIECTBEHHOTO
(KIMHUYECKH 3HAYMMOTI0) aopTaJbHOTO CTeHo3a. PHCK paccioeHus aoptel B 9 pa3
BBIIIIE, YEM Y MAIMEHTOB C TPEXCTBOPYATHIM a0PTAJLHBIM KJIAITAHOM.

Pacmmpenue aoptsl y nanuentoB ¢ JIAK Bcrpewaercss B m:000M BO3pacrte.
Kpome Toro, unensl cemeid nanueHToB ¢ JJAK umeror Oonbiinii puck paciivpeHus
AOpTBHI, YEM WICHBI CEMEN, HE UMEIOIINX B aHAMHE3€ JaHHYIO MaTOJIOTHUIO.

Pacnipocrpanénnocts JIAK cocraBnser 1 — 2 % B monyssiiuum [ 148], 149, 150]
, HAUUTEIIHHO yBeIU4IHMBasich npu 10 2-9% npu pacceuernn aopthl (PA) tuma A u 3%
npu PA tuma B [151]. C yuetom BbIcOKO# ¢ pacnpoctpanennoctu JJAK (tabm. 2.5),

HaOJIIOIaeMBbIX CJIy4aeB JUCCEKIIMH aopThl 3HAYWUTENBbHO Ooibiie, yeM npu MOC
[151].

Ta6auna 2.5 - Knunuueckas manugecmauyus aopmol npu HAC1€0CMBEEHHBIX 3A00/1€6AHUAX
COCOUHUmMENbHOU MKAHU

PacnpocTpanenHocTs BeposgrHocTh nquccexkunu
Cunapom Mapdana 0,01 % (1: 10 000) 40 %
bukycnuaanpHbIi aopTanbHbId Kianan | 1 -2 % 5%

goz[po6Hoe OmnuMcaHue aoprnaruy, acconuuposannout ¢ JIAK npencrasneHo B
riase 3.

4.8.2.HECUHOPOMHbBIE ®OPMbI (PEHOTWUIbI) APTA

Haubomnpmmii nHTEpec MPEeICTaBIsIOT COBCEM HEIaBHO OTKPHITHIC MYyTallUU B
reHaX,  OTBETCTBEHHBIX 332  KOMIIOHGHTHI  COKPATHTEJILHOTO  arapara
rI1aKoMbImedHbIX KieTok (TMK) aoptsr.

Cemeunas AI'A (AAT6). Tereposwrornpie MyTammu B TreHe ACTA2,
koaupytomero o-aktuH ['MK aoptei, pazButne AI'A couertaeTcss ¢ OTKPBITHIM
aprepuanbibiM 1poTokoM (OAII), pexxe ¢ JJAK u J0OMOMHHUTEIBHO MPOSIBISACTCS
TaKUMH CHUMIITOMaMH, Kak ceTtdatoe JjuBeno (livedo reticularis) u  ¢Giaokkysl
panyxku. B Hacrosmee Bpems mytanuu ACTAZ2 aBisitoTcsi caMoi 4acTod MPUYUHON
OCTpPOM JUCCEKIMU aopThl -  mpuxogutrcs Oojiee 14% Bcex ciyvaes Ftaad.
Jluccekiyst BO3MOXHA MPpHU pazMepax KopHs aopthl B 4,5 cm. HecMoTpst Ha Mos10/10i
Bo3pacT naebrota API'A, menuana kpuBoii BbDKMBaemocTu Kammana-Meiiepa 1o
KOTOPTHBIM OIIEHKAaM JIOCTUTaeT 6/ JeT, 4TO MpEArnojaraetT MEHee arpecCHBHOE
teuenue, yem npu JIJIC. ITomumo yrpo3bl IUCCEKUMHU aOpThl, y MALHUEHTOB C
myTtauusMu ACTAZ noBbIIIEH PUCK APYTUX PAHHUX KapAUOBACKYJSPHBIX COOBITHIA.
Ha ¢one 3abosieBaHuii coCcylioB B 1epeOpPOBACKYJISIPHOW CUCTEME pPa3BUBAIOTCS
paHHKE WIIEMHUYCCKHE WHCYJBTHI U aHCBPHU3MBI COCYIO0B TOJIOBHOTO Mo3ra (00JIe3Hb
Moiis-Moitsi, # 614042). bonesns Moiis-Moiiss npu  ACTA2  myramusx
npeanoiaraeT peakud  1epeOpoBacCKyJSIPHBIA  CHHAPOM, XapaKTepU3YIOIIUNCS
JBYCTOPOHHEH OKKIIFO3WEH WJIM CTCHO30M TEPMHUHAIBHBIX BETBEH BHYTPECHHUX
COHHBIX apTepuil U oOpa3oBaHHWEM IOOOYHBIX CETEH COCYJOB y K HH(papKTam
MHOKapJaB MoJjiogoM Bo3pacte [152, 113]. /IByHampaBiICHHBIM CHKBEHC-aHAIM30M
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ycTaHoBiieHbl moaMHokecTBoO ACTAZ myTaruii | 8 5K30HOB U CalTOB CIUIAWCHHTA B
ACTA2, nerepMHHHpYIOIIHWE OINpEACNCHHbIE TEHOTHUMN-(PEHOTUN KOPPEISALHUU.
Nzmenenne Arg258 mpenpacnonaraer k A/II'’A u npexneBpeMeHHOMY HHCYJIBTY, B
To Bpems kak npyrue mytanuu (Argld9 m Argll8) mpenpacnonarator k AJITA u
panneil UBC. OTmeyaeTcs 3HaUYNTENbHO MOBBILICHHBIM pUCK pacciioeHuss AI'A npu
MUHUMAJIbHBIX U3MEHEHUSAX A0PThl Y OEPEMEHHBIX.

Cemetinass AI'A (AAT4) BbI3BaHA TETEPO3UTOTHBIMH MYTallUsIMH B TCHE,
MYH11, xomupyromiem Oenok Tspkenbix memnedl muozmHa 11 I'MK. Ssisiercs
IJIaBHBIM COKpaTUTENbHBIM OenkoM, mpoayuupyembiM B I'MK. AneBpusma KOpHs
aopThl yacTo accormupoBana ¢ OAII, pacceuenune Habmrogaercs He vyacto [ 153, 154].
Penko, HO MOTYT OTMeUaThCsA: aHEBpU3Ma M PACCEUYCHHE HUCXOMSIICH aOPTHI,
UHTpaKpaHHaJIbHbIE AHEBPU3Mbl COHHBIX aprepui, paHee Hauaio HWBC,
OONUTEPHUPYIOMIETO  JHAApTEpUUTa  Mepudepuyeckux  COCyJOB, HHCYJIBTOB.
OtrMeuaercsi ceMEWHbId aHaMHE3 BHE3alHOW CMEpPTH, YXKE Ha YETBEPTOM
JeCATUIETHH XU3HU. Crienuduueckoro GeHOTUIIa HE OITUCAHO.

Cemeninass AI'A (AAT7). Mytauuu B TeHe, KOJUPYIOIIEM KHHA3Yy,
KOHTPOJHUPYIOIIYI0 KOHTPAKTWJIBHIO (YHKIWIO JIerkux merneil muosmna MK /
myosin light chain kinase, MYLK Ha xpomocome 3021 cpa3y MOTryT BBI3bIBATh
JMCCEKIINIO a0PTHI 0e3 (hopMUpOBaHHS NIEPBUYHON aHeBpU3MBI [ 155].

TGFf-3asucumvie sackyronamuu. Mytanuu B penientopax 1GFBR1 (AATS,
JIJIC1) u TGFBR2 (AATS3, JIJIC2) MoryT BbI3bIBATh Pa3BUTHE MATOJOTHH aOPThI O€3
KJACCHYECKHUX CHHAPOMAJIbHBIX OcoOeHHOcTel cunapoma Jlyuca-utma (JIJIC) ¢
OTOBOPKOM, YTO B JaHHBIX HCCJIEJOBAHMSIX HE BBINOJHSAJIACH TpPEXMEpHas
PEKOHCTPYKITUS COCYIUCTOM m3BmiauctocT aprepuii [ 180]. B npoTHBONOI0XKHOCTS
kiaaccuueckuM ocodennocTsm JIJIC, 6oapmmucTBo manuentos ¢ JIACL JIJIC2 tuma
M3HAYaJbHO MMEIOT IMaTOJIOTHIO, OTPAHWYEHHYIO MpOsBICHUsMHU B aopTte. OmHaxo,
CYIIIECTBYET TMOBBIMICHHBIH PUCK aHEBPU3M M PACCIOCHHM JIPYTUX COCYIOB, B TOM
YHUCJIC aHEBPHU3M COCYJIOB TOJIOBHOTO MO3ra, OCOOCHHO B cCllydae MYyTaldid B
penentopax TGFBR2 tuna (JIZIC2). Kpome TOro, peako, HO MOXKET OTMEYAThCS
MsTkui ipodwinb uwia perorun JIJIC (cm. Huke).

Cemeninas AI'A (AAT8) accomuupyercss C TE€TepPO3UTOTHBIMH MHCCEHC
mytaisimu B rene PRKGI1, koaupyrouiero ul'M®-3aBUcCUMBIE DPETYJISITOPHBIE
npoterHkuHa3bl, Tan | (protein kinase, cgmp-dependent, regulatory, type I; PRKG /
PRKGI1B) [156]. Hukmmueckue M@ - u nl' Md-3aBucuMbIe TP)KEHEUHKAHA3HI
(cGK) (pactBopumasi / comtoradenbHas - TUIl 1 1 MeMOpaHOCBsA3aHHas (hopma - THITZ)
UTPAIOT BAXHYIO POJIb B (PU3MONOTMYECKUX TMpoIleccax, TAKMX KaK pelaKCaiuu
[IaJKKUX MBI COCYJI0OB W HWHTHOMpOBaHME arperanuu TpomboiuToB [157].
MyTanuu B T€He TPUBOAST K CHIKEHUIO (POCPOPUITUPOBAHUS PETYISATOPHOM JIETKOM
LHenu MUO3MHA B (uOpoOIacTax, BhI3bIBAS YMEHBIICHHE KOHTPAKTHIIBHBIX CBOWCTB
cocymucteix I'MK. Kiunndecku mnposiBistorcss HacneactBeHHbIMH API'A  oGoux
tunoB A u B ¢ AJl-tunom HacnenoBanusi. Paccimoenue aopTbl MOXKET TPOU3OUTH BO
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BTOPOM JECATWICTUH XU3HU. [IposBisieTcss BHE3amHONW CMeEpThiO B Bo3pacte 17-18
ner (mo 37-45 ner) oAMHAKOBO Kak y KCHIIMH, TaK W MYyX4uH. CO CTOpPOHEI
CEpJIEYHO-COCYAUCTOM CHUCTEMBI PEIKO, HO MOTYT OTMEYaTbCsl MU3BUTOCTh I'PYIHOM
aopThl, AaHEBPU3MBI KOPOHAPHBIX apTepuil W HX pacceyeHue, aHeBpU3Ma
MEXITPEIICEPIHON MEPEropoKu. Bo3MOXKHBI METaXpOHHBIC MMOPAKECHUS \ aHEBPU3MBI
OpromHoM aopTel. He yacTo, HO oTMeHaroTcs LepeOpoBaCKyJsipHbIE 3a00JeBaHUs
MaJibIX COCY/IOB.

Cemeninas AI'A (AAT9) 00ycioBiieHa FeTePO3UTOTHBIMU (HOHCEHC U MHCCEHC)
myTtanusmMu B rene  MFAPS, koaupyromero MukpohuOpULI-acCOIMUPOBAHHBIN
rnukonporend 2 (microfibril-associated glycoprotein 2; MAGP2). Ssnsercs
KOMIIOHEHTOM 9JIACTUH-ACCOITMUPOBAHHBIX (bubprmHH-comepKanuXx)
mukpopudpmt BKM [158]. Koaupyemsiii GelloK CIIOCOOCTBYET MPUKPEIIICHUIO
KJIETOK K MHUKpouOpuuiam yepe3 anbda-V-0eta-3-unrerpus. [lopakenue aopTs
Yalie OrpaHuYMBaeTCs pacuimpeHueM / (GopMHUpPOBaHUEM aHEBPU3MbI, THUCCEKITHS
pa3BuBaeTcs peako. KIIMHUYIEeCKH MPOSBIIAETCS pACIIMPEHUEM U aHEBPU3MOW aOPTHI,
pacciioeHre BO3HHKaeT (peaKo), MPOJIAIICOM MHTPAIBHOrO KiamnaHa (penko). Y
HEKOTOPBIX TMAIMCHTOB OTMEUYAETCs pa3BUTHE GUOpWILIAIMU npeacepauii. Hedacro,
HO MOTYT MPOSIBIATHCS (PCHOTUIUYECKHE MPU3HAKH KOCTHO-CKEJICTHBIX aHOMAJIUK B
Buae BJIT'K (pectus excavatum / carinatum), apaxHOAaKTHIINS, apaKOBHIHOE HE0O).

4.8.3. TAKTUKA OUODPEPEHLUMAINBHOWU OUATHOCTUKU
XPOHUYECKUX ®OPM ATA.

Jubdepennuanbias IUarHOCTHKA CKJIAIABIBACTCS W3  JIMArHOCTHYECKOTO
o0ciie/IoBaHUsT KOHKPETHOrO TMAIlMeHTa, MpPEeXJe BCEro, Ha OCHOBE JCTAbHOW
KJIMHUYECKON OIIEHKHU MpoOaHIa 1 4iIeHOB ceMbu (puc.2.9).
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Puc. 2.9. luddepennnaibHasg IMATHOCTHKA M TaKTHKA BedeHust APTA.

B mepByro ouepenp auddepeHnupoBaTh MNPUXOIUTHCI MEXKITy Cco00i
cuapomanbieie  Gopmbl [  denotunsl API'A, koTopble HaOMOmAOTCS TpH
TeHETHUYECKU-CBI3aHHBIX (AJICITBHBIX) 3200ICBAHUSX.

Juacnocmuueckuii Mmunumym, mpeoyemviii 05l KIUHULECKO20 00CN1e008aHUs C
uenvio npogedenus oug@epenyuanvroi ouacnocmuxu (puc. 2.8.):

1. XapakTepuCTHKU JULA. TUIEPTEIOPU3M, BBICOKOE HE0O0, pa3aBOCHHBIM
SI3bIY0K MATKOro Heba. CkeNeTHbIe MPOSIBICHUS: JTOJIMXOCTEHOMENHS, BPXKICHHAs
nepopmarust  rpyanoit  kinetku  (BJAI'K), apaxHomakTHius, IUIOCKOCTOIIHUE,
KOCOJIAIOCTb.

2. DOxokapavorpadus: TpoJanc MUTPAIBHOIO KIalaHa, JABYCTBOPYATHIM
AOPTaJIbHBIN KJIAIIaH, OTKPBITHINA apTEPUAIBHBIN TPOTOK.

3. HccnenoBanue riasa; cMerieHue (BBIBUX) XpyCTadHKa OT IIEHTpa 3padka,
(ITOKKYJIBI paTyKKH.

4. Pentrenockue, KT / MPT wuccienoBaHusi: OCTeOapTpHUT, apTepHabHAas
W3BUJIUCTOCTD, apTEPUATIbHbIE aHEBPU3MBI.

JIOTIOMTHUTENBHO MOJIEKYJISIPHO-TEHETUUECKOE HUCCIEOBAHUE B PAJNIE CIy4YacB
CTAHOBUTHCSI HEOOXOUMBIM JIJIs1 TOATBEPKACHUS KOHKPETHOTO TUAarHO3a.

AKTyalnbHbIN NEpedYeHb reHeTudeckux aopromnatuii API'A ¢ ux «kanaupmar»-
TCeHAMH U KPATKUMU OTJIUYUATEIBbHBIMU KIMHHUYSCKUMH 0COOeHHOCTAMU (Tab 2.4)

Tabmuma 2.4 - OcHoBHbIE ()OPMBI TeHETHYECKHX A0OPTONMATHH C COOTBETCTBYHIIHMH UM
reHaMM ¥ KJIMHHYeCKHMH MPOsIBJICHUSIMH.
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3aboneBaHus I'en HaubGonee 3naunmbie JlonomHUTEIHHBIE
CEPJIEYHO-COCYAUCTHIE KIIMHUYECKHE MPOSIBICHUS
MPOSIBIICHUS
Cunopommnvie API'A
Cunapom FBN1 AHeBpH3Ma KOPHS aOpTHI, CMelleHre 1 HOABBIBUX
Mapdana paccioenue aoptsl, [IMK, xpycranuka (60%),
pacumpeHue JIeroYHoro CKEJIETHBIE OCOOCHHOCTH
cTBOJa, AuchyHKIws aeBoro | (apaxunomaktunus, 1K,
KEITyA09IKa CKOJIMO3, TUIOCKOCTOIINE,
nonuxoredans,
JOJTMXOCTEHOMUEITHSA)
Cunanpom Onepca | COL3AL, | Pa3peiB u paccioenue TOHKOCTH KOXH,
— Hanuo, IV COL1A2 | aptepuii Ge3 nucTpodudeckue pyOrsl,
(cocymucTsiit) MPEeBApUTEILHOTO JuteBbie u3mMopduu (uio
TUT pacriimpenust / aHeBPHU3MBI, MaoHHBI, TOHKHE TYOBI,
TsDKeNas KianaHHas r1y0OKO MOCaKEHHBIE TJ1a3a)
HEJ0CTaTOYHOCTh
Bpoxnennas MappanomnonoOHas
KOHTPaKTypHast Pacmmpenune aopter BHEIITHOCTBIO C KJIACCUYECKOM
apaxHOJAKTUIIHS OTMEYaeTCs PeKo, JOJIUXOCTEHOMETHEHN U
FBN2 MPOTPECCUPOBAHKE apaxHOJAKTHJIEH.
JUIIaTaluy aopThl KoHTpakTypbl KpymHBIX
OCIIapUBAETCS CyCTaBOB, KaMIITOIaKTHJIHS,
KOCOJIAIIOCTb.
Cunopomnote TGF f-3asucumsie eackynonamuu
Cunnpom Jlyuca- | TGFBR AHeBpH3Ma KOPHS aOpTHI, PaznBoeHue s3614Ka / BOTUBS
Hutna 1/2 pacciloeHHue aopThl, nacTh, runeprenopusm, JAI'K,
AQHEBPHU3MBI U JUCCEKIIHH CKOJIMO3, KOCOJIATIOCTh,
apTepuii, apTepuanbHas KOHTPAKTYPBI
U3BUTOCTh, IIMK,
BPOXKJCHHBIE TIOPOKH Cep/la
AHeBpH3Ma- SMAD3 AHeBpHU3Ma KOPHS a0pPThI ApTpO3, paHHU OCTEOAPTPHUT
0CTE0apTPUT (90%), paccioeHue aopThl, U pacCeKaroImui
CUHJIPOM AQHEBPHU3MBI U JUCCEKIINH OCTEOXOHAPUT, MSITKasi KOXka,
(cunmpom Jlyuca- apTepuii, MHO)KECTBEHHAS TIOCKOCTOIHE, CKOIIHO3,
JuTia ¢ apTepHalibHas U3BUTOCTD, PELUAUBUPYIOIINNA TPBDKH,
0CTE0apTPUTOM) [IMK, BpOXAE€HHbIE MOPOKH | MSTKHI MPO(UIL YepermHo-
cepaua JUIEBBIX aHOMAJHH
(rumepTenopusM, MUPOKHii /
Pa3BOCHHBIN SI3BIYOK
MSTKOTrO Heba).
TGFp2- TGFBR AHeBpu3Ma KOpHS a0pThI, ['uneprenopusm, aHoManIuu
BaCKyJIOMAaTHUs 12 pacciioeHue aopThI, IPyAHOMN KJIETKH,
: AQHEBPHU3MBI U JUCCEKIINH KOCOJIAIlOCTh, MSTKas
TGFB2, apTepuid, apTepruaibHas MOJTYTIPO3pavHast KoXKa
TGFB3. n3BUTOCTD, IIMK,
BPO’KJCHHBIE TIOPOKH CepALa
Cungpom SLC2A10 | AprepuanbHas H3BUTOCTb, ['uneppacTsKUMOCTb KOXKH,
apTepHaIbHOM apTepHAIbHBIC CTEHO3BI THIIEPMOOUITFHOCTh CYCTaBOB,
W3BUJICTOCTH (merouHoii apTepun) u

AQHEBPU3MBI

KOCTHBIE ITPHU3HAKH (PEIKO;
BKJIFOYAIOT BBICOKOE HEDO,
MHKpPOTHATHSI, YUTMHEHHOE

JIMII0) TEICAHTHOAKTA3HH,
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nuadparManbHble aHOMATUU

Cungpom FBLN4 AHeBpHu3Ma KOpHs aOpTHI, ['uneppacTsHKUMOCTb KOXKH,
atpodun apTepHalibHas U3BUTOCTh TUIEepMOOUIBLHOCTh CYCTaBOB,
(BsimoCcTH) KOXKH ampuzema
Hecunopomnwvie API'A
Cewmelinas TGFBR 1, | AueBpusma / pacceueHue OTtcyTcTBHE CUHAPOMATIBHBIX
aHeBpU3Ma aopThl | TGFBR 2 | TPYy/AHOH aOpTHI. NIPU3HAKOB
(fTAAD) (3-5%) Puck aneBpusM u
paccloeHHit p.cOCyI0B, B
T.4. TOJIOBHOTO MO3Ta
ACTA2 AwneBpusma / paccedeHue OtcyTtcTBHE
(10-14%) | TPYAHO¥ aOpPTHI, MaphaHOTIOTOOHBIX
Paunue 3ab01eBauus CKEJIETHBIX OCOOEHHOCTEH.
KOPOHAPHBIX U Cetuaroe nuBeno, (hJIOKKYIIbI
1epeOpOBaCKYISPHBIX pamyKKH.
apTepuu.
MYLK Pacceuenue rpyaHoit aopThl, | XKemyaouyHO-KUIIICUHBIS
yacto 6e3 aHOMaJIUU
MPEIIECTBYIOLIETO
dbopMHUpOBaHUS AHEBPU3MBI
SMADS, | AaeBpu3MsI OTtcyTcTBHE CUHAPOMATIBHBIX
(2%) BHYTPHYCPCITHBIX U IPYTUX IIPU3HAKOB; MOXKECT
aprepui MPOSIBIISIETCS] C HEKOTOPHIM
nepekpbiTieM ¢ MOC nis
KOCTHBIX M KOXKHBIX
MPOSIBIICHUM.
TGFB2 [Iponanc murpajibHOTO Cnemuduyeckoro ¢peHoTHIA
KJIaIlaHa. He onucaHo. Moxer
MPOSIBIISAETCS C HEKOTOPHIM
nepekpoiTieM ¢ MOC s
KOKHBIX ITPOSIBJICHUI
fTAAD ¢ JAK ACTA2 VYckopennas kanbuupukanus | OTcyTcTBHE
KJIamaHa Map(aHomo00HBIX
CKEJTIETHBIX 0COOEHHOCTEH,
ceT4aToe NTUBEI0, QIOKKYIIbI
pamy X Ku
NOTCH1 | be3 kanbrudukaum OTcyTCTBUE CHHIPOMAIIBHBIX
MIPU3HAKOB
fTAAD ¢ OAIl MYH 11 | OAII. Penko: aneBpu3zma u Crneunduyeckoro heHoTumna

paccedeHrue HUCXOAIEH
A0pThl, UHTPAKpaHUAJIbHbIE
AQHEBPHU3MBbI COHHBIX
aptepuii, panee Havano MbC,
00U TEPUPYIOIIETO
IHApPTEPUNTA
nepupepuIecKux coCcy/0B,
MHCYJbTOB. OTMeUaeTcs
PaHHUN CEMEWHBIN aHAMHE3

BCC.

HEC OIIMCaHO.

IIpuMeyaHus: Ha3BaHUS LEJIEBBIX T€HOB MPEICTAJIEHBI I10 TEKCTY .

Coxpamenns : BCC — BHe3amnHas cepaeunas cmepth; J{AK - n1BycTBOpYaThIi KJlaraH aopThl,
AT'K — nedopmanmst rpyaaoi kiaetkd, OAILL - OTKpBITBIN apTepHalibHbIN poTokK; [IMK —
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npostarc mutpainbHoro kinanana; fTAAD (Familia Thoracic Aortic Aneurysms and Dissection)
- ceMeitHas aHeBpu3Ma / TUCCEKIMs TPy IHOTo oTaena aopThl; T GFf — Tpanchopmupyiumit
poctoBoii haktop-f, SMADS — BHyTpUKIIETOUHBIE OCIIKH, KOTOPBIEC CIYXKAT JIJISl TPAHCAYKIIUU
BHEKJICTOUHBIX cUrHaJioB OT juranaoB (TGFB) B sapo, rie oHu aKTUBUPYIOT TPAHCKPHITITUIO
reHa (kaHoHuueckuit kackaa Smad 6enkos); FBN1 - pubpuinn-1, NOTCH1 -
TpaHCMeMOpaHHBIN perenTop Oenka yenaoBeka, Tuma 1.

KINNKOYEBBbIE NMOJIOXEHUA.

v JuddepeHunanbHplii AMarHO3 OCHOBBIBAETCS, B MEPBYIO Oudepenb, Ha
UCKJIIOYCHUH M3BECTHBIX T€HETUYECKUX CHHAPOMOB C MOCIEAYIONINM FeHETHUECKUM
KOHCYJbTUPOBAHUEM M 00CIIEOBAHUN POJCTBEHHUKOB IMEPBOI TNHUU.

v Ocoboe 3HaueHue cieayeT NpuaaBaThb CHEHU(PUUECKUM KIMHHUYECKUM
HPOSIBJIICHUSIM, TPEANONaralolliuX pPHUCK JUCCEKIUU aopThl 0e3 ¢opMHUpOBaHUS
HepBUYHON aHEBPU3MBI.

4.8.4. ANOPEPEHUUATIbHAA OWATHOCTUKA OCTPOIO
AOPTAJIbHOIO CMHAPOMA

Cnenyet moMHUTH, uTO A0 30% manueHToB ¢ ocTpbiM PA mocTynaior ¢ 1pyrum
JIUaTHO30M.

VYBenuueHne I1IaHCOB Ha CBOEBPEMEHHYK auarHoctuky Bcex OAC
npearnoiaraeT MPUHITHE BO BHUMAHHME COUYETAHHE JOTECTOBBIX BEPOATHOCTEH
(tabu. 2.9.3., Tabn. 2.9.4.), BKIIOYAIONIMX KIMHUYCCKUE JaHHBIC, JTJaOOpaTOpHBIC U
BU3YIM3UPYIOIINE UCCIICIOBAHMS.

Tabnuna 2.9.3.
KinHn4yeckue 1aHHbIE, MOJIEe3HbIE 1JI51 OLEHKHU anpuopHou BeposaTHOcTH OAC
Y CJI0BUS BBICOKOI'O pUCKa |[XapaKTEpUCTUKU 00nuY coBUsA BBICOKOTO PHCKa
BBICOKOTO PHUCKa npu 00ciieJOBaHUH
» CungpoMm Mapdana (wim bone B rpyam, crnuue,® [IpusHaku nedunuta
npyrue 3a00neBaHUsAMIN  OONMM B KUBOTE,epdy3un
COCUHHUTEILHOW TKAHU)  |[ONMHCBhIBaeMble OAHOW u3™ [lebuuur mynbca
= CemelHbIH AHaMHE3(CIIEAYOIUX = PazHMIIa CHCTOJIMYECKOTO
3a00IeBaHUI AOPTHI XapaKTEePUCTHK: Al
* Panee u3BeCTHBIM NOPOK|- Pe3koe Hawano * JlokanpHBIN
AOPTAJIBHOIO KJIallaHa —  bonpmas HEBPOJIOTUYECKUN ITePUITAT
= Panee n3BectHas AI'A WHTEHCUBHOCTH (B coueTanuu ¢ 0OJIBIO)
= [IpenmectBytomue — PaspsiBaromui = JMacTONMYECKUN LIYyM Ha
BO3/ICHCTBUS Ha aopTy (B Xapaktep aopTe (BepBBIC
TOM YHCJIE OIEpalih Ha MOSABUBILINANCA 17|
cepaie) couerarouuiics ¢ OO0JEBBIM
CHHAPOMOM)
* ['TMNOTOHMS WJIM IOK
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I nmuddepeHnuanbHONM JTMArTHOCTUKWA WM BBISBICHHUS  OCJIOKHEHUH
TpeOyeTCsl MPOBEACHUE CIAEAYIOMIUX Ta00PATOPHBIX UCCIEIOBAHUM, TEPEUNCICHHBIX
B Ta0auie 2.9.3.

[Tpu moBsimeHHOM ypoBHe D-mumepa momo3penue Ha PA Bospacraet [159].
Kak npasuiio, ypoBeHb D-aumepa cpa3y o4eHb BBICOKHUH, 110 CPABHEHUIO C APYTUMHU
3a00JIeBaHUSAMHU, TPU KOTOPBIX YpoBeHb D-numepa moBelmiaercs MmocTeneHHo. D-
auMep o0J1alaeT caMoil BBICOKOW JUAarHOCTUYECKOM IIEHHOCTBIO B TEUEHHE MEPBOTO
vyaca [ 160]. Ecnmu D-gumep otpunatensubiii, UMD u [TAS mo-npexHeMy MOryT
MPUCYTCTBOBATh; OJHAKO MPEUMMYIUECTBOM ATOT0 IMoKaszaTens i auddepeHiu
JIbHOW JTUArHOCTUKH SIBJSIETCS OBBIILIEHHAs] HACTOPOKEHHOCT.

Tak kak PA nopaxaer cpeiHI0I0 000JI0YKY CTEHKH a0PThI, ObLIN MPEIT0KEHBI
HECKOJIbKO OMOMAapKepoB, CBS3aHHBIX C TpaBMOW 3HpoTenHs cocynoB mian ['MK
(MHO3MH TJAaIKUX MBIIII), COCYIUCTOrO WHTEPCTHIHS (KaJbIIOHWH, MAaTPHUKCHEIC
METaJUIONPOTENHA3bI 8), AJIACTHUECKUH JIaMUH (pacTBOpUMBbIC (PparMeHTHI DIIACTHHA)
aopTHI U NMpHU3HaKK BocnajaeHus (TeHacuH-C) wim TpomM003a, KOTOPBIC B HACTOSIICE
BpEeMsI M3Y4YalOTCs, HO €Ill¢ HE BOILIM B PEATbHYIO KIMHUYECKYI TpakTuky [161
162].

Tabnuma 2.9.4
JlabopaTopHble Hcciea0BaHus, Heo0XoauMble pu octpoM PA

JlaGopaTtopHbI€ TECTHI BrisiBiIeHNE TPU3HAKOB:
KosimuecTBo sputpountoB [[lotepsi KpoBH, KPOBOTEUEHUE, AHEMUS
KoanuectBo neiikorutoB  [Mudekius, socnanenne (CCBO)
C-peakTHBHBIN O€JI0K BocriaJmTenbHbIA OTBET
[IpoxansrutonnnHoBeil  uddepennuansias auarHoctuka Mexay CCBO wu
TECT CEICUCOM
KPK Penepdy3noHHoe noBpexaeHue, padbJoOMHOIINU3
Tpononun 1 unu T WNiemust Muokapia, HGapKT MUOKap/a
J1-Tumep PA. TpoM0603M0O0JIHS TIETOYHOM apTepuu, TPOMO03
Kpeatnnun [Toueuynass HEAOCTATOYHOCTh (CYIIECTBYIOIIAS WJIH
a3BHBAIOIIASCS)
ACT/AJIT Miemus neyeHu, NopaKeHue NMe4YeHu
JlakTar WNiemMust KUIIEYHUKA, META00JIMYECKUE HAapYIICHUS
[ 1r0K03a CaxapHblii 1uader
["a3bl KpoBU MeTabonnueckue HapyuIeHHUs, HAaCBILLIEHUE
KHCJIOPOJIOM

Coxpamenusi: CCBO — cuHIpOM CHCTEMHOT'O BOCTIAJIMTENLHOIO 0TBeTa. PA — paccioeHune aopTsl.

Juacnocmuueckas euzyanuzayus npu ocmpom PA.
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OCHOBHOI LENBI0 BU3YANU3ALMU IPU OCTPOM PA sBIsSETCSs KOMIUIEKCHAs
OLICHKA BCEH aopThl, B TOM YHUCJE AUAMETPOB, (POPMBI A0PTHI, U PACHPOCTPAHECHUS
paccioeHus, BOBJEYEHHs B IPOLECC PACCIOCHMS AOPTAJbHOIO KJlalaHa, BETBEU
aopThI, OTHOUIEHUS C NMPUIICKAIMUMH CTPYKTypaMH, U HAJIMYUE BHYTPUCTEHOYHOTO

Tpombo3a [ 160, 163].

KT, MPT, u UYII-OxoKI' oguHakoBO HaAexkHbI [Js MNOATBEPKICHUS WIIH
UCKJTI0UYeHHS Tuarao3a octporo PA [ 164]. Oxnako nposeacare KT u MPT nomkHbI
obocyxnmarbes npexae UII-OxOKI' mna onenku pacnpoctpaHeHus octporo PA u
BOBJICUCHUS BETBEH aopThl, a Takke misi auarHoctuku MUMI, TTAS u TIIA [ 165,
166]. B cBoro ouepenp, UIT-DxoKI' ¢ ncnonb3oBanueM jomieporpaduu obiamaet
MPEUMYIIIECTBOM TIPU OILIEHKE KPOBOTOKA uepe3 (heHEeCTpalluu U OMPEACIICHUH UX
pacnonioxxeHus. UII-OxoKI' moxker mnpencTaBiasiTh OOJBLION HHTEpEC y OYEHb
HECTAOWJIbHBIX TMAIlMEHTOB, M MOXET ObITh HCIIOJIb30BaHA JMJIA KOHTPOJS 3a
U3MEHEHUSMU KAaK MHTPAONEPALMOHHO, TaK M B IMOCIJIEONEPALMOHHOM IEPUOAE B
OTJICJICHUH UHTCHCUBHOW Teparuu [167].

4.9. OUEHKA PUCKA UTIPOIMHO3

Ecmecmeennoe meuenue. HopmanbHble JHAMETpPhl BOCXOJSIIErO OTHENA
aoptel mo pesynprataM MCKT wu penrrenorpadum rpyaHoit xietku [168].
(ta61.2.10).

Tabmauma 2.10

Pa3Mepr KOPHA M BOCXOAALIET0 OTAEC/]Ia A0PTHI B HOPME
Otnen aopThl ['panuIe! cpenHux CrangaptHoe oTKIOHeHue | Tun

3HAYEHHM, CM. OT CPEJHETO, CM. HccIe0BaHus
Kopenb aopthl 3,50-3,72 0,38 KT
(KSHIIUHBI).
Kopenb aopThl 3,63-3,91 0,38 KT
(My>K4UHHBI)
Bocxopsiast aopta 2,86 - POT'K
(My>K4MHBI, HKCHIIUHBI).
Ipumeuanue: KT-kommnerorepHas Tomorpadus, POI'K- pentrenorpadust opranoB rpyaHoi
KIICTKHU.

Ckopocms pocma aopmei. B TeueHHE JXKHU3HHM 4EJOBEKA JTUAMETP aopThl
IOCTEIIEHHO YBEIMYUBAETCs co cKopocThio 0,12 — 0,29 mm B rox [169]. Oxugaemoe
B HOpME paciiupeHue aoptbl coctaBisger okojo 0,9 MM y myxuwH u 0,7 MM y
KCHIIMH Ha Kaxaoe aecaTwieTwss >ku3Hu [63]. JlaHHBIA MeEUICHHBIH, HO
POTPECCUPYIONINIA TPoIecC AWIATAIIMN a0PThl OT CEPEIUHBI K KOHILy B3pOCIION
KU3HU CUMTAETCS CIICJCTBUEM CTAapeHUs, CBS3aHHBIM C Oolieeé BBICOKHM
KO3(PPUITUCHTOM COOTHOIICHHS KOJUIareHa K DJIACTUHY, HapsIy C TIOBBIIICHUEM
’KECTKOCTH COCYJIOB, aBjIeHus U mynbca [ 170, 60].
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JlnaMeTp KOpHA M BOCXOIALIEH aOpPThl 3aBUCHUT JOIOJHUTEIBHO OT TaKOIO
(akTopa, kak noi. B cpenHem nuaMerp aopThl Y MYXYHMH MPEBBIIIAET TAKOBOH Y
KEHIIWH, OAHAKO C BO3PACTOM 3TH Pa3IN4Ms HUBEIUPYIOTCS.

Paznuuus, cBsi3aHHBIE C MOJIOM, HUBEJUPYIOTCS, €CIIM YUUTHIBAECTCS IUIOLIAIb
MOBEPXHOCTH TeJIa IIPHU U3MEPEHUH IPYTUX (OPIOMIHOT0) OT/ICIOB A0PTHI.

dusnueckue ynpakHeHUs (CHOPTHBHAs MEIUIIMHA) CaMU IO ce0e UMEIOT
JUIIb OTPAHUYEHHOE BIUSHUE Ha (PU3MOJIIOIMYECKOE DPACIIUPEHUE KOPHS AOPTHI.
Nmeromuecs: naHHble 00CieNOBaHUS CIIOPTCMEHOB IMOKa3bIBAIOT, UYTO (PU3UYECKHE
YOpaKHEHUST caMH 10 ceOe OKa3bplBalOT OYEHb OrPAHUYEHHOE BIMSHUE Ha
(U3UOJIOTHUECKOE PEMOICITMPOBAHNE KOPHS aOpThI, Tak Kak BepxHuil mpenen (99-
MPOLICHTWIb) 3HaYeHUI Auamerpa coctapisieT 40 MM y My 4uH U 34 MM Yy JKEHIIUH

[171].

Temnvl pocma HacnedcmeeHHblx anespusm (CUHOPOMHBIX U CEMEUHBIX POopM)
KOPHSL U 80CX0051uje20 omoeild epyOHOl A0pmbl.

Cemetinvie (necunopomnvie) AI'A pactyt ObICTpee, CO CKOpOCThIO 10 2,1 MM /
roj (oOmue JaHHBIC JUISI aHEBPU3M BOCXOJSIICH M HHUCXOJAIICH T'PYIHOW aopThl),
4YeM JeTeHepaTUBHBIE (OPMBI; TEMIBI pocTa «cropaaumdeckux» hopm AI'A moryT
COCTaBIIAThE 3 MM / TOI.

Temnsl pocta cunopommusix gpopm AI'A Taxxke paznuyarorca. Y MaLUEHTOB C
M®C temnsl pocta AT'A B cpennem yBenmuuBaercs Ha 0,5-1 MM / ron, B TO Bpemst
kak y mnamueHtoB ¢ JIJIC moxer yBenuuuBathes Oosiee yem 10 mm / roja, B
pe3ysibTaTe Yyero CMEpTh B CPEIHEM HACTyIaeT B paHHEM Bo3pacte - B 26 net [172,
173, 174, 175].

Temnvl pocma auespusm Hucxooaweu aopmsl. B 1€I0M aHEBPU3MBI
HUCXOJIAIIEH TPYAHON aopThl pacTyT ObicTpee (3 MM / o) YeM BOCXOJSINEH aOpThI
(1 mm/ ronm) [176].

VYV mnanuentoB ¢ M®C, cpenHsisi CKOpPOCTb POCTa aHEBPU3M JUCTAIbHBIX
OTZICTIOB HUCXOJSIICH aopThl TMOCJIE XUPYPTrHUYECKOW KOPPEKIMH a0PTATBHOTO
KJIariaHa v MpoKCUMajIbHOU aopThl coctapiister 0,58+0,5 MM / rox.

Jlucceknuu, HEOTIOXKHBIC TPOUEAYphl W  apTepuagbHas THICPTECH3US
ACCOIMHUPYIOTCS B KOHEYHOM HMTOTe C OOJBIIUM TUAMETPOM IHUCTAIBHBIX OTICIIOB
aopThl B OTHAJICHHBIE CPOKM M C 0Oo0Jee 3HAYUTEIBHOW CKOPOCTBIO DPACHIUPEHUS
aopThI B TeUeHHE BpeMenu [177].

Puck paccnoenus aopmer. AHeBpu3ma aopThl OOBIYHO MPEAIIECTBYET €€
paccioeHuo. B OosblIMHCTBE CiydaeB y B3pOCIHbIX, PHUCK pa3pbiBa aOPTHI
YBEIIMYMBACTCS IPU MAaKCUMAaJIbHBIX pa3Mepax aopThl 0kosio 55 mm [ 51].

Crnenyer y4WTBIBaThH, YTO HaHHBIE MedcOyHapoOHo20 peecmpa OUCCEKYUl
aopmer  |IRAD  cBumerenscTBYOT, uto mouTH 60% paccioeHuil aHEBPU3M
BOCXOJISIIIIEH aOPThI MPOUCXOAUT MpU €€ TuaMeTpe MeHee S5 MM — OOIICTPUHSTOrO
KpUTEPUA paCIIUPEHUA a0PThI [l60|.uu6|(a! 3aknagKa He onpe.qeneHa.].
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B kiaccudeckom BapuaHTE CyIIECTBYET OBICTPBIN POCT pUCKa pACCIOCHUS WU
pa3phiBa, KOTJIa AUAMETP aOPTHI COCTaBisieT > 60 MM 1711 BOCXOJAIIETO OT/eTa U >
70 MM I HECXOIATIETo oTena aopThl [178]. XoTs paccedeHrne MOKEeT BOSHHKHYTh
y MAIMEeHTOB W ¢ MEHBIIIUM JUAMETPOM a0PThl, MHANUBUIYAITBHBIN PUCK OYEHb HU30K.

Puck paccinoenmsi renerndecknx AI'A pe3ko Bo3pacTaeT NpH JUaAMETpPe YKe
MeHee 50 MM U ITpU TeMIax pocTa aHEBPU3MBI:

- 0,8 MM / ro — ipu cAPT'A (mpu CM).

- 1 MM / rox - npu HCAPT'A (y nun ¢ mytanueit B8 TGFBR2, MYH11 u ACTA2)
[179, 180, 690mmoKka! 3akaaaka He ompeaeeHa.

- 3,3 cMm / rox - mpu ciopaauueckoit cAPT'A

Ycnosrao nanuenToB ¢ API'A MoxxHO KiaccuuimpoBath 1Mo HHIAEKCY pa3Mepa
aoptel (MIPA), KOTOpBIi BBIYMCISCTCS KaK COOTHOIICHHE JUaMeTpa aopThl K
II0IIa m Tena 6oabHOro. B 3aBucumMoctr ot MPA pHCK OCI0KHEHUH MMOIpa3IeiIsIiOT
Ha 3 xareropuu (Tadm. 2.11).

Taoauna 2.11.
Karteropuu pucka API'A no nHaekcy pa3mepa aopTsbl
Karteropusi pucka E:xeroanas yacrora | Muaexc pasmepa aoptol (MPA)
OCJ10KHEH U
1. Huskuii 4% < 2.75 cm2/m2
2. Cpennmii 8% mMexay 2.75 u 4.25 cm/m2
3. Bricoknii 20%) > 4.25cm/m2
Coxpamenusi: UPA —uHaekc pa3mepa aopThI.
IMpumeuanue: BepxHuil HopManbHbIi peaen MPA B 2.1 cm/M2 ycTaHOBJICH Ha ypOBHE
A0pTAJILHOTO CUHYCA.

Puck conymcmeyrowux cepoeuno-cocyoucmsix 3aboneéanui. B Hacrosiiee
BpeMsl AKTyaJIU3UPOBAH COLMAIBHBIM BONPOC B OTHOUIEHWH ITOBBIIIEHHOI'O pHCKa
conyrcTBytomux CC3 B MOMEHT IOCTAHOBKH TUATrHO3a AHEBPU3MBI.

CylmecTByeT TOBBIIICHHBIH PUCK  CEPIACYHO-COCYJUCTBIX  COOBITHH, B
OCHOBHOM, HE CBsI3aHHBIX ¢ AI'A, HO TOCTOBEPHO CBSI3aHHBIX ¢ OOIIMMH (HAKTOPAMHU
pucka (Harmpumep, KypeHHe WIM apTepuabHas THIEPTCH3MS) U MATOJOTHYCCKUMHU
cocrosiHusiMH (Harmpumep, BocraneHue) [181]. V nanmentroB ¢ ABA 10-neTHuii puck
CMEpPTHOCTH OT JIIOOOW CepACYHO-COCYIUCTON NpUYMHBI (Hampumep, HHQPapPKT
MHOKap/a WIM HMHCYJbT) MOXKET MPEBBIINIATh aCCOIMMPOBAHHYI) C aHEBPU3MOM
cMmepth Oonee yem B 15 pa3 [182]. Jaxke mocie YCIEHUIHOTO XHPYPru4ecKoro
neuennss AT'A w/umu ABA, manueHTbl OCTAlOTCS B TPYIINC MOBBIIICHHOTO PHCKA
CepACYHO-COCYMUCThIX coObIThi [ 181].

JIo HacTosiero BPEMEHM XOPOIIO CIJIAHUPOBAHHBIX PaHIOMU3HPOBAHHBIX
kinHnYecknx ucnbiTanuii (PKU), HampaBiieHHBIX Ha WU3ydeHHE OOIICTO CepledHO-
COCYAMCTOr0 MPOrHo3a y nanueHToB ¢ AI'A He mpOBOAUIOCK.
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Tem He MeHe 3/1paBblii CMBICI yKa3blBaeT Ha COOJIO/eHHWE TpeOOBaHUU IO
BBINIOJIHEHWIO  OOMIMX MpaBWJd M BpadyeOHBIX  MEpPONPHUITHI  BTOPUUYHOM
KapIMOBACKYJSIpPHOU MPO(HUIAKTHKY (CM. HIDKE), TIOMUMO CIIeU(PUIESCKOI TepanuH,
HALIEJICHHOW HAa aHEBPU3MY aOPTHI.

Puck accoyuuposannozo nopascenus apmepuanviozo oepesa. CyIIeCTBYIOT
CBUCTEIHCTBA O BO3MOXHOCTH TaHAEMHBIX MOPAKCHWH aHEBPH3M OTIMYHBIX
JoKanu3anmii (JokazarenbeTBa yBeaunueHus pucka ABA npu yxe umetromieiics AI'A),
HECMOTpS Ha CYIIECTBYIOIINE Pa3inyus B UX narorenese. Y 27% mnamuenToB ¢ ABA
oTMe4aroT conmyTcTBytomme AI'A, OOJBITMHCTBO U3 KOTOPHIX KCHIIUHBI U MOKUIIBIC
maroau [183]. B npyrom kpymnom PKU ¢ Bkimouenuem 6omee 2000 naruentos ¢ ABA
B 20% ciydaeB OTMEYaIUCh KaK CHHXPOHHBIC, TaK M METaXPOHHBIC (BO3HHUKAIOIIHE
yepe3 npoMexyTku Bpemenn) AI'A [184].

[IIupoko OCBEIIEH BOMPOC O CYIIECTBOBAHUM TMEpUDPEPUUECKUX aHEBPUZM
(OenmpeHHBIX WM TMOAKOJCHHBIX) npu ABA — npubmusurenshHo g0 14% c
HEKOTOphIMU  BapuanusiMu [185], Torma Kak JaHHBIX O COCYIICCTBOBAHHH
nepudepuueckux aHeBpu3M B ciiydae AI'A HeoCcTaTOUHO.

OtMeuena Oombmias vacTora BbisBIeHHS JIAK mim ero HemocTtaTro4yHOCTH 3
CTereHH W OonbIiui pasmep Bocxojsmieit aoptel (8,0 Vs 2,6%) y manueHToB ¢
HAJIMYUEM M COOTBETCTBEHHO Oe3 Hanmnuus ABA [186].

Puck nanuuus cemetinoix aopmonamuii. llpu HCAPI'A mnpu cocrtaBieHuu
CEMEHMHBIX POJOCIOBHBIX TOJbKO B 19-21% cnydyaeB y mpobOanma oOHapyKUBAIOTCS
POJICTBEHHUKH TIepBOi inHuM / cTenenu poacTsa [173, 52].

[Ipu cAPI'A cemeiiHasi CBSI3b C IOPAKEHUEM AOPTHI Y POJICTBEHHUKOB MEPBOI
JMHUU BCTpedaeTcs ¢ gactoroi 10 50 %.

IIpoenoz. OcTpoe pacciioeHUe BOCXOJAIIEH a0pThl COMPOBOXKIAETCSI BHICOKOM
aetanbHOCTHIO! - 40% B Hauane 3aboneBanusi. CMepTHOCTH cocTaBisieT 1 - 2% B yac
OT Hayvaja CHMIITOMATUKH, JIETAJIHHOCTHL B TeueHue roma — 90%. Paccrnoenue 1o
TUITy A — DOKCTpEHHasl Xupyprudeckass mnartojorus. KoHcepBaTHBHOE JeUYCHHE
comnpoBokiaercs JeranbHocThio okoyio 20 % B Teuenue nepBbix 24 yacos, 30% B
TeueHue 48 yacoB ot Hauana nposisienust, 40% k 7 nuro u 50% k koHiry 1 mecsiia.

Jlaxke ¢ XUpYprHUECKHMM JiedeHHeM uacTtoTra cMmepTtHoctu gocturaet 10% B
teuenue 24 yacoB, 13% B TteuecHue 7 nueit u okosio 20% B teuenue 30 qHEN.

Ooicudaemas  nPoOOONHCUMENbHOCb — JCU3HU  TIPU  CBOEBPEMEHHOM U
NPABUJIHLHOM TaKTHKE JICUCHUSI MOXKET MPUOIUKATHCS K CPEAHE-TIOMYIISIIITUOHHOM.

KINKOYEBbIE MOJIOXKEHUA.

v' B macrosiee BpeMs JOCTyIeH HEOObIION 00bheM TaHHBIX O €CTECTBEHHOM
TEYEHHUU HOBBIX MOJIEKYJISIPHBIX HapyleHusx npu HCAPTA.

v' IlporpeccupoBanue 3a00JICBAHUSA M PUCK BHE3AIIHOIO pa3pbiBa CTEHKH A0PTHI
MPU TEHETHUYECKUX aOpPTOMNAaTUSAX HAXOIUTHCS B 3aBUCUMOCTH OT BUJA MYyTalUil U

r'eHa, aCCOUUUPOBAHHOIO C AHEBPU3MOM.
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v Octpoe pacciioeHrne BOCXOJSIIEH aopThl COMPOBOXKIAETCA KpailHE BBICOKOM
JIETATBbHOCTBIO.
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4.10. MPOO®UNAKTUKA U NEYHEHUE

[Tpu BeIsBIeHMM AI'A C LENBbIO OLICHKH TSHKECTH W MPOTHO3a 3a00JICBaHMS

peKOMeHI[YIOTCH O6H_II/Ie U JOINOJHUTCIBbHBIC MepOHpHHTI/IH / HNCCICAOBAHU A
(Ta61.2.8).

Ta0mnuma 2.8.
OO0mme 1 10NOJTHUTEIbHbIE MEPONIPUSITHS IPH BbisiBJIeHun APT'A.

O0mme pekoMeH AU Kaacc o | Yposens

[Tpu BBISIBIICHUH aHEBPU3MBI A0PThI JTFOOO0H JIOKATH3aIIHH, I C
pekoMeHayeTcst o0cieoBanue / OIleHKa BCEH a0pThl U a0PTaIbHOTO
KJIallaHa B HaYaJIe ¥ B TEUYCHUE MOCIIEAYIONIETO TIepruoa
HaOJIOICHUS.

[TanmeHTHI ¢ aHEBPU3MOI a0PTHI UMEIOT MOBBIIEHHBIN pruck CC3: la C
JIOJDKHBI OBITH PACCMOTPEHBI 00IINE MPHHIUTIBI TPOPIITIAKTHKI
CC3.

; b
IIpumeuanue: * — xnacc peKOMEHAALMH; ~ — yPOBEHb J0KA3aTebCTB.

IIpu nooospenuu na nacreocmeennwiii xapaxmep AI'A pexomenoosano:.

1. Bemonnenue 2D-DXO-KI' ¢ onenkoit nuamerpa KOpHS aopThl (CHHYCOB
BanbcanbBbl) U BOCXOJSINEH aOpThl, B CPAaBHEHUU C COOTBETCTBYIOIIUMH BO3PACTy
HOMOTpaMMaM¥, WHJIEKCUPOBAaHHBIMU TIO Tutomanu moBepxHoctu Ttena (IIIIT),
oneHka crpykrypel AoK. Ilpu muioxoll Busyanu3anuud aopThl PacCMOTPETH
BO3MOXHOCTH BbinostHeHuss KT, MPT [187];

2. BU3yaim3anus BCceW aopThl W/WIM 1EepeOpPOBACKYISPHBIX apTepuil pu
HAJIMYUH CEMEHHOr0 aHaMHE3a COCYAMCThIX 3a00JI€BaHUM, B YACTHOCTU BOCXOMSIIEH
rpynHoii aopthl (cymectByer 10 % BepOsSTHOCTh CKPBITOH HWHTpPaKpaHUAIBHOM
aAHEBPU3MBI);

3. nmpu npeanonaraemoMm Hammuuu [GFBR2-, TGFBR1- wiu SMADS-
myrtaiuii (B wactHocTH, momo3peHnun Ha Hammuue JIJIC wim  SMAD3-
aCCOI[MMPOBAHHOTO AHEBPU3MA-OCTCOAPTPUT CHUHPOMA), B 00S3aTEIBHOM TMOPSIKE
PEKOMEHYIOTCSl BU3YyaJIu3alisi MO3TOBOTO KPOBOOOPAIEHUs, HUCXOIAUIEH TPy IHON
1 OpIOLIHOM a0pThl, apTEPUATIBHBIX OTBETBJIECHUIN OT aOPTHI;

4. y muu ¢ HaguumeM [ mnpeanonoxkenueM ACTAZ2-myramuii  kpome
BU3yaIM3aIlii AOpThl pPEKOMEHAyeTcs BhimonHeHne KT-anrmorpaduu cepmana u
1IepeOPOBACKYISIPHBIX HM300PKEHUH C IEJIbI0 OIEHKH CEePJCUYHO-COCYAUCTHIX [
1epeOPOBACKYIISIPHBIX 3a00JICBaHU.

4.10.1. F’EHETUYECKOE KOHCYJIbTUPOBAHUE

CyImecTByIOT peKOMEH/IAINH 110 TeHETHYECKOMY CKPUHUHTY U TECTUPOBAHHIO
IpY HACIIEICTBEHHBIX aopTomnaTusx (tad. 2.9).
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Bo3moxkHa npeHaTalibHas JUArHOCTHKA MPU OEPEMEHHOCTH C IMOBBIIICHHBIM
puckom API'A, ecnau CylecTBYIOT aHaMHECTHUYECKHE JaHHble 00 HMeronleics
IIaTOJIOTUH B CEMBE.

CoBpeMEHHBIE HCCIIEIOBAHUSA MOJIEKYJISIPHBIX MEXaHU3MOB paszButusa MOC
HaIpaBJIeHbl HE TOJbKO HA YyTOYHEHUE 00bEMa ONMEPAaTUBHOIO BMEIIATENbCTBA, HO U
Ha MOMCK HOBBIX ()apMaKOJIOTrHYECKUX MOAXOAOB JUIsl YMEHBIIECHUS! BBIPAXKEHHOCTH
KJINHUYECKHUX CUMIITOMOB

Tabauna 2.9 - PekoMeHIaIMU M0 reHeTHYECKOMY TECTHPOBAHUIO NMPH 3a001€eBAHUSAX
aopThbl

Pexomenganus Kuace?® | Yposenn®

[Ipy nono3peHnn Ha CHHAPOMHBIN XapaKTep MOPAKEHUS AOPTHI I A
(cAPT"A) pexoMeHyeTCs POBOANTH CKPUHUHT POJICTBEHHUKOB MIEPBOiA
nunun (poauTenei, OpaTbeB U cecTep, IeTel) Ha MPeMET HaTUHs
ATA

Pexomenayercst o6cneioBaHuEe POACTBEHHUKOB NEPBOI TMHUN C
(ponutenu u cubnuHru) nanuenta ¢ APT'A s uaeHTUGUKaIUH
ceMeiHOM (opMBI, IPH KOTOPOI PUCK Mepeaadr My Taliu/3a00aeBaHus
B ceMbe cocrasisieT 50%.

[Tocne nosiBieHUs CEPbE3HOTO MOIO3PEHUS Ha HATMYHUE CEMEUHON C
¢dopmbl APT'A pekoMeHyeTcsl HallpaBUTh MallMEHTa K TeHETUKY IS
o0cie10BaHUsl CEMbH U MOJIEKYJISIPHBIX UCCIIETOBAHHIA.

W3MeH4YnBOCTh BO3pacTa MOSBICHUS CUMIITOMAaTHUKHU ONpeensieT C
MIPOBEJIEHUE CKPUHUHTA KaXK/IbI€ D JIET Y “3/I0pPOBBIX pPOJACTBEHHUKOB,
BXOJSIIUX B IPYIIY PUCKA JIO YCTAHOBJIEHUS WIIN UCKIIIOUCHUS
JMarHo3a Ha OCHOBaHMM KJIIMHUYECKUX MJIM MOJIEKYJISIPHBIX
HCCIIEN0BaHUM.

[Tpu cemeiinbix HCAPI'A nomkeH 00CyKI1aTbCsi CKDUHUHT B la C
OTHOIIICHUY aHEBPHU3M, HE TOJILKO TPYJIHOM aOPThI, HO U BCEH
apTepHaIbHOM CHCTEMBI (B TOM YHCIIC MO3TOBBIX apTepuii).

. a . b
[Ipumeuanue: ° —knacc pekomenoayuu; ~ — ypogeHb 00KA3amenbCmes.

Coxpawenue: nclc API'A — necunopomuule | cemeiinvle anespuzmvl u paccioeHus: 2pyoHoil
aopmeol.

4.10.2. XUPYPIM'MYECKUE BMELUATEJIbCTBA
(MPOPUNAKTUKO- OPUEHTUPOBAHHBIE)

[IpodunakTuueckue MeponpuaTHs B BUIE XUPYPTUUYECKOTrO MPOTE3UPOBAHUS
aopThI, @ B HEKOTOPBIX CIydasX M aOpTAIbHOrO KjamaHa (COYeTaHWE IUIIaTaIl|H
aoptel ¢ JIAK, ero HeIOCTaTOYHOCTh W JAp.) TMPUBOMIT K XOPOIINM KIHHHYECKUM
pe3ynbTaTtaMm, OJHAKO, IPU  CBOEBPEMEHHOM  IPOBEICHUM  ONEPATUBHOIO
BMELIATEIbCTBA.

[ToaTOMy Ha mEpBOE MECTO BBIXOJUT CBOCBPEMEHHOCTh JTUATHOCTUKHU JAHHBIX
KUZHEYTPOXKAIOIIUX COCTOSIHUM, a Takke TOYHOE (POpMHpOBAHME TMOKa3aHUU st
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OIEepaTUBHOTO BMEIIATEIbCTBA, YTO 3a4acTyIO SIBJISETCS HE MPOCTOM 3aiadeil u3-3a
NPaKTHYECKU OECCUMITOMHOTO TEUEHHWs aHEBPU3MbI, BIUIOTh A0 JUCCEKIUH WU
pa3pbiBa AOPTHI.

[Tokazanust K omepamuyd OCHOBBIBAIOTCS Ha quamerpe aopthl (A), cKopocTh
pacmupenust aopthl (B) ¥ JaHHBIX, OCHOBaHHBIX HA pE3yJIbTaTaX OMNEPATHUBHBIX
BMEIIATEIHCTB MPH B3BEIICHHOM PUCKE OCJIOKHEHHI B XOJI€ €CTECTBEHHOTO TEUCHUS
0O0JIE3HU U MJIAHOBBIX OMEPALIHA.

4.10.2.1. NEYEBHAA TAKTUKA OTHOCUTEJIbHO AlrA B
3ABUCUMOCTU OT PASMEPA

OcHOBHBIE pellleHMs], Kacaroluecss JIeueOHOW TaKTUKU OTHOCHUTEIBHO
AQHEBPU3M a0PThI, MPUHUMAIOTCS B 3aBUCUMOCTH OT UX pa3Mepa.

B 1menom, coBpeMeHHbIC NaHHBIC, OCHOBAaHHbIE Ha OIEHKE «puck | nonvza»
PEKOMCHIYIOT TNPEBEHTUBHYIO  XHPYPIHUYECKYI0  KOPPEKIHUIO0  (IKCTHPIAIHUIO)
oeccumntomHoi AI'’A ¢ wnenpto €€ npenoTBpalleHUs pa3pblBa W JAMCCEKIUU
He3a8ucUMo om 3muoao2uy MPU MaKCUMAJIbHOM JUaMETPe aopThl JJI BOCXO/SIIEH
aopThl pu > 55 MM U HUCXOsAIIEH aopThl - 65 MM [ 188].

[Mpu  kmaccuueckux  (HereHeTmyeckwx)  BapuaHtax Al'A Moxker
paccMmaTtpuBaThes 0osee Huskull nopoe — < 50 MM y TIAITUEHTOB C JIOMOJIHUTEILHBIMU
dakTopamu pucKa, TAKUMHU Kak:

"  CEeMEUHBIM aHaMHE3

" apTepuaibHas TUIICPTCH3HS

= koapkrarus aopTel (KoA)

"  yBeJHWYCHHUE JUaMeTpa aopThl > 3 MM / roa
= BO3pacT

"  [IOHIAJb MIOBEPXHOCTH TEJIa

" COIyTCTBYIOIIUE 3a00JICBAHMSI

"  THUII ONEpaliu

HiwkHre  MOpOroBble  3HAYEHHWs  JHAMETPOB  aOPThl  TaKXe  MOTYT
paccMaTpuBaThCs y MAIMEHTOB C HU3KMM PHCKOM, €CIIH BO3MOYKHBIM SIBJISIETCS
BBITIOJIHEHUE KJIAMAHOCOXPAHSIONICH OIMepaliid B  BBHICOKOKBATU(HIIMPOBAHHOM
rentpe [189].

JIns manueHToB, KOTOpPhIE MMEKOT ITOKa3aHUs IS ONEpaldd Ha aopTallbHOM
KJIaniaHe, HIDKHUE TOPOTOBbIE 3HAUYEHHUS MOTYT OBITh HCIHOJIb30BaHBI IIPH
COITyTCTBYIOIIEM MPOTE3UPOBAHUH a0PTaJIbHOIO KianaHa (>45 mMM), B 3aBUCUMOCTH
OT BO3pacTa, pa3Mepa Teja, TUOJOTHH MOPAKEHUS KIIANlaHa, U UHTPAOIIEPAMOHHON
dbopMBI U TONIIMHA BOCXOJsMIeH aopThl. [loka3zaHus K omepanuu Mpu MOPaKEHUU
AOpPTaJBbHOIO KJIallaHa PacCMaTPUBAIOTCS B COOTBETCTBYIOIIMX PEKOMEHAALUSIX
(ESC/EACTS, 2012) [190].

Bb16op Mexly MONHBIM NPOTE3UPOBAHUEM BOCXOMSIIEH aOpThl, B TOM YHCIE

IPOTE3UPOBAHUEM KOPHS aOpThl C pEUMIUIAHTAlMeH KOpPOHApHBIX apTepuid, U
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YaCTUYHOTO MPOTE3UPOBAHUS A0PTHI BBIIIC CHHOTYOYISIPHOTO COSAMHEHHUSI, 3aBUCUT
OT JAuaMeTpa aopThl HA pPa3HBIX YPOBHSAX, B YACTHOCTH HA YPOBHE CHUHYCOB
BasncaibBbl.

B ciaydasx moiHOro mpoTe3upoBaHUs BBIOOP MEXKIY KIANaHOCOXPaHSIOIIMM
BMEILIATEJILCTBOM M UMIUIAHTAI[MEN KOMIIO3UTHOI'O MpOTe3a C MPOTE30M KIamaHa
3aBUCUT OT aHaidu3a (PYHKIMU aopTAJbHOIO KjanaHa W aHAaTOMHUHU, pa3Mepa U
pacnpoctpaHenuss AI'A, oxuzaeMod MPOJOKUTENBHOCTH KU3HH, >KEJIaeMOro
CTaTyca aHTUKOATYJISINH, U ONBITa XUPYPTUUECKOU OpHTraibl

HpI/I reHetnyeckux API'A HUMCIOTCs OTJIMYHBIC OT KIACCHYCCKHUX
HpCHCTaBHCHHﬁ, ITOKa3aHU JJIA HpO(bI/IJIaKTI/I‘IGCKOFO XUPYPrudcCcKoro

BOCCTAHOBJICHHUS aopThl (IPEJOTBPAIICHHUS IOCICAYIONIET0 PacCIOCHUS — WIIH
paspsbiBa) [20, 196] ta6i. 2.10).

Tabauna 2.10 - PekoMeHaamuu mo XupypruaeckiuM BMEIIaTeIbCTBAM IPU aHEBPU3MaxX
BOCXOJSIICH a0pThl (HA OCHOBAHUH THAMETPA)

I'enetnyeckue Muamerp | Knacc | Ypo | KommenTtapuii

CHHIPOMBI / a0pTHI BEHb

JIOKa3aHHBIC

MYTaIuH

Cunapom > 50 mm I C | — ans Bocxopsmeit aopTel; 60 MM - s

Mapdana Hucxosmien aoptel [ 191]. OcHoBHbIC

(MaxcH- JI0Ka3aTeNIbCTBA SIBJISIOTCS

MATBHBIH TMPOTHBOPEYHMBLIMH, OIHAKO LIE/IEBAs IPyIIa
HaMeTp) HE pEeKOMEH/IyeT apyroi mopor [192, 193].

— IIpY BBIHECEHHUH PELICHUS CIIENyeT
PUHUMATh BO BHUMaHUe (GopMy
Pa3INYHBIX OTAEJIOB A0PTHI

45 mm la C | — MOXeT paccMaTpUBAThHCS MPU
(HvoKHATH JOTIOJTHUTENBHBIX (paKTOpax pUcKa, B TOM
nopor) 4lCJIe CEMEMHOM aHaMHE3€ AUCCEKIHNH, IPU

TSKEJION HEIOCTATOYHOCTH a0pTaILHOTO /
MUTPAJIBLHOTO KJIANaHa, PY TUIAHUPOBAHUH

OepeMeHHOCTH
Mapdano- > 50 Mmm — ManyueHTOB 0€3 BHIMOJHEHHBIX MTOJTHBIX
MOA00HbBIE kputepueB MOC, cnenyer paccMaTpuBaTh
COCTOSTHUSA kak nanuenToB ¢ MOC [10muoKa!
3akJiajKa He onpeesieHa.).
JJAC ¢ 42 mm lla C | — moka3zaHbl 60Jiee paHHHE
TTOATBEPIKICHHBIM BMeEIIATENLCTBA.
TGFBR1 nim - BHYTPEHHUN IHMaMETP BOCXOAALIEN a0PThI
TGFBR2 1o AaHHbIM ypecnuineBogHor YIT-DxoKI
MYyTalaMHu 44 mm — lla C | — BHewHuUi nuametp cM 1o AaHHbM KT
46 MM H > i MPT

[20] http://www.ncbi.nIm.nih.gov/books/NBK1
120/ - taa.REF.hiratzka.2010.E43
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SC HEU3BECTH — IO/IBEPraroTCs BBLICOKOMY PUCKY
0 OCJIO’)KHEHUH CO CTOPOHBI A0PTHI; B

HACTOSIIEE BPEMsI HET JOCTYIHBIX JaHHBIX
JUISL yCTAHOBJICHUS! OIPEIEJICHHOTO
MIOPOTOBOT0 3HAUYEHHUS JUaMeTpa aopThl AJIs
BMeEIIATENbCTBA.

HCAPT'A ¢ 45 mm — — JIMaMETP BOCXOIAIIEH aOPThI

MOJITBEPKACHHBIM 50 MM

Y MyTallAsSIMA B

MYH 1lunu

ACTAZ2

HCAPT A 45 - 50 €CJIM POJICTBEHHUKH UMEHN PACCIOCHUE
aOpTHI C TOKYMEHTHPOBAHHBIM
MUHHMAJIbHBIM PacIIUpEeHUEM JHaMeTpa
AOPTBHI.

Cunapom Tepuepa | 27,5mm / — JOJKHO MTPOBOAUTHCS UHAEKCUPOBAHUE

M2. JraMeTpa aopThl K TUIOMIAHA TOBEPXHOCTH

Tena [194]

AHeBpHu3Ma aopThl >55 MPUBOIUT K O0JIee HU3KOMY PUCKY

¢ JAK ocnoxxkHeHu#, yem mpu MOC [195]

Ipumeuanue: a— Kiacc peKoMeHaamuu; b — ypoBeHb 10Ka3aTeIbCTB.

CuMInToMaTHYECKHUE AHCBPU3MBI HCO6XOI[I/IMO [moABCPraTrb PE3CKINHN
HC3aBHUCUMO OT pa3mMcepa.

4.10.2.2. NNEYEBHAA TAKTUKA OTHOCUTEJIbHO AlrA B
3ABUCUMOCTU OT CKOPOCTU PACLUMPEHUA AOPTDI

CKOpOCTh pACHIMPEHHUs AOPThI, MPU KOTOPBIX JOJKHA OBITH PaccCMOTpEHa
orepariusi, IBJIICTCSA PESIMETOM JUCKYCCHH.

OcHogHble npuHYyUNnsl OYeHKY MemMno8 pacuupeHus aopmal.

1. Cnenyer B3BECHTHh NMPOTHOCTHYECKOE 3HAYCHHE B OTHOIICHWH TOYHOCTH
MU3MEPEHHI U UX BOCITPOU3BOTUMOCTH.

2. HeoOxommMo  ommparbCs HA  HWCCIICJOBAaHMS,  BBINOJIHCHHBIE  C
WCIIOJIb30BAaHUEM COOTBETCTBYIOIIUX METOJIOB M TEXHHK M3MEPEHWH, MPUHATBHIX HA
TOM € YPOBHE aOpThl. ITO MOXKET OBITH IPOBEPCHO IyTEM aHAJIM3a CHUMKOB, a HE
TOJILKO C YYETOM Pa3MEpOB, YKa3aHHBIX B 3aKITFOUCHHUM.

3. Korma Temmbl TpOrpecCUpOBaHUs OKA3bIBAIOT BIUSHUE Ha TMPUHATHE
peIleHUsT O TAaKTHKE BEJICHWS, OHU JOJDKHBI OBITh OIICHCHBI C WCIIOJIb30BAaHHEM
anbrepHaTHBHBIX MeTo0B (Hanpumep, TT-DxoKC, KT wim MPT) u ¢ cooTHeceHneM
UX MoKasareseH (T.e. COOTBETCTBUE JOJKHO OBITh MPOBEPEHO).

4. B ciy4ae morpaHuyHbIXx pasMepoB AI'’A BO BHHMMaHHE JOJDKHBI OBITH
NPUHATH HHAWBUIYAIbHBIA U CEMEWHBIN aHaMHE3, BO3PACT MAIlMCHTA U 0XKHIAEMbIi
puck nporneaypsi (tadm. 2.11).

Ta6auua 2.11 - Pexomenoayuu no xupypeuueckum eMeuiamenbcmeam npu aHeepumax
socxoosweit aopmeul (Ha OCHOGAHUU MeMmnos pocma | pacuwiupenus)
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IeHeTHYECKHE WU Temnsl pocta | Knacc | Yposens | KommenTtapuit

MOJIEKYJISIPHBIE CUHIPOMBI a0pThI

| nokxazaHHbIe MyTanuu (Mm / ron) *

Cungpom Mapdana 2-3 lla C - MOXKET pacCMaTPHUBATHCSA
TOJILKO KaK TOTIOJTHUTEIbHBIN
¢akTop pucka*

JI1st Bcex OCTaIbHBIX C >5mm - -

HCAPT'A

peryprutauuen

Ipumeuanue: * - dowcHo 6bimb cOOMI00EHO cledyowee yclosue. nPu NOSMOPHBIX

UCC1e008aAHUAX UCNONB3VIOMCA Me JHce annapammvle Memoosl GU3VAIUZAYUL, HA MOM Jice

VpOBHe aopmwl, ¢ NOUWLA20BbIM CPABHEHUEM U NOOmeepicoeHuem opyeum memooom [ 196].

4.10.3. MEOUKAMEHTO3HOE NNIEYEHUE

Tepanesmuueckasi ~makmuka U cmpamecus 6€0eHUsi NAYUEHMO8 C
eeHemuyeckumu opmamu API'A.

Jis BeipaboTKM cTpareruu yedeHus API'A tpebyercs CKOOpAMHUPOBAHHBIN
BKJIaJT MYJbTUAUCUUIIMHAPHON KOMAaHJIbl CHEUHUAIMUCTOB, 3HAKOMBIX C JaHHOM
MaToJOTHEN, B TOM YHCIIE MEIUIIMHCKOTO T€HETUKA, KapAHOJIora U KapAuoXupypra.

Monmudukanus cepaedHO-COCYAUCTHIX (PAKTOPOB PHCKA, BKIIOYAS KypeHHE U
TUNIEPJIUIUAEMUU U TIP.

CranpgapTHass TakTHKa  JICYCHUS  AHEBPU3MbI  AOPTHI  IMPEANOJIATAET
arpeCcCUBHBIA KOHTPOJIb ApPTEPUATIBLHOTO AABICHUS I YMEHBIICHHUS BO3JCHCTBUSA
«T€MOJMHAMHUYECKOTO CTPECCa» Ha CTEHKY aopThl. CleAyeT arpecCUBHO JICUYUTh U
KOHTPOJIUPOBATh apTEPUAIIBHYIO TUIIEPTEH3UIO Yy MaiueHToB ¢ CAPT'A, B ToM uucie
y JIUL C PUCKOM PA3BUTHSI AHEBPU3M.

Jis  yMeHbIlIeHHsT  TeMOJUHAMUYECKOro  CTpecca  IMOKa3aHbl  Oera-
aZipeHepruyeckue OJIOKUPYIONIME areHThl. PeryispHO peKoMEeHIyeTcsl JMlaM C
cuaapomMom Mapdana. Cxoxue peKOMEHAANMH MPUMEHUMBI K JIHMIAM C JAPYTUMH
cAPTA [20]. MenukaMeHTO3Has Tepamnusi JODKHA pPacCMAaTPUBATBCA B JIETCKOM
BO3pacTe NpH TUJIATALIMHU A0PTHI.

B wmenom, TakThka JiedeHUs B 3aBUCUMOCTH OT F€HETHYECKOI0 KOMIIOHEHTA
AT'A nipencraBiiena B Tabsmre 2.12.

Tadoauna 2.12 - Takmuka u cmpameus 6e0eHUs NAUUEHMOE C 2eHemuuecKumu gopmamu
API'A

3ab6osieBanue Jleuenne Hao6.onenne
Cunnpom Mapdana | B-G1okaTopbl - 9XO0-KC 1 pa3 B rox npu JIAKo
JlozapTtan < 45 mmM (1 pa3 B 6 MecsiIieB BO BCEX IPYTHX
ClTydasix).

- MPT 1 pa3 B 5 neT npu HOpMaJIbHOM pa3mepe
aopTsI BhIlIe cuHyca Banscanbsbl, ( MPT 1 pa3 B
rOJl BO BCEX OCTAIBHBIX CIy4Yasx).

87



http://www.ncbi.nlm.nih.gov/books/n/gene/marfan/

Cunapom Dnepca -
Hanno

Lemumpoon.

ITonp3a
XUPYPrU4E€CKOro
JIEUEHHUsI HE JOKa3aHa

Cxema He pa3paboTaHa (pacciioenue/pa3pbiB
YaCcTO CIYYalOTCs MPU HOPMAIIBHBIX Pa3Mepax)

TGFf3-3aBucumbie
BaCKYyJIOMAaTUH:

- cuaapowm Jlyuc-
Jutna

HccnenoBanus moka He
IPOBOJIWIUCH —
IpUMEHsIeTCS
alalITUPOBAHHOE
JIeYeHue, KaK MpH

- TT-OxoKT 1 pa3 B 6 mecsiieB
- KT/MPT «ot rosioBsI 10 Taza» 1 — 2 pa3a B roj

- aHEBpU3Ma- curapome Mapdana
OCTE0apTPUT
- TGFB2
HCAPT'A UccnenoBanus noka He | Takoe ke, kak u ipu cuHIpome Mapdana,
HPOBOMIIACH — + renerudeckuii mouck ACTA2 myraruit
MPUMEHSIETCS
aJanTHUPOBAHHOE
Jie4YeHue, Kak Mpu
cunapome Mapdana
HCAPT'A [Tpumensercs TT-Dx0KT" 1 pa3 B 6 mecsitieB (CpoK MPOBEACHHS
¢ JIAK aJanTHPOBAHHOE HCCIIeIOBaHUS 3aBUCUT OT (YHKIIMOHAILHOTO
JIeYeHue, KaK MpH COCTOSIHMS KJTAIIAaHHOTO arapaTa)
curapome Mapdana
cIAT A ¢ Uccnenoanus moka He | Takoe ke, Kak u mpu cuaapome Mapdana
OTKPBITHIM IPOBOAMIIUCH —
apTepualIbHbIM IPUMEHSIETCA
MIPOTOKOM aJanTUPOBAHHOE

JIeUeHHE, KaK pu
cunapome Mapdana

Coxpamenusi: KT/MPT — komnviomeprnas | macnumopeszonarncnas momozpagpus; ncAPI'A —
HeCUHOpOMHbLEe cemelinble anedpuzmbl epyoHot aopmel; T 1-9x0KI™ — TpancTopakanbHas
axokapauorpadus; JJAK - aByxcrBopuatsiii aoptainbHbii kiaanaH; OAIl — OTKpBITBIN aOpTaabHBIN
MIPOTOK.

B 2013 romy mpeacTaBiieHO TMEPBOE PAHIOMU3HPOBAHHOE IBOWHOE CIIETIOE
1arne00-KOHTPOJIUPYEMOe HCCIIEIOBaHUE C JIo3apTaHOM Ha mnamueHTax ¢ CM,
noiydaBmux P-agpenodiokaroper - COMPARE (COzaar in Marfan PAtients
Reduces Aortic Enlargement). B nanHOM ncciietoBaHUY BIIEPBBIC YOSIUTEIBHO ObLIa
MPOJEMOHCTPUPOBAHA TMOJIb3a OT JOMOJHUTEIBHOTO HA3HAYEHHUS aHTaroHUCTOB
peuentopoB 1 tuna anrumoreHsuHa (AT1R) - nozaparHa. CKOpoCTh pacUIMpEHHUS
KOpHSI aopThl d4epe3 3 roja HaOMIOJICHMs, 3HAUUTEIIBHO OblIa HIKE B TpyMIe
Jo3apTaHa 1O CpPaBHEHUIO C  KOHTPOJEM, TpUYeM, He3aBucAmas  OT
reMoJnHaMUYecKoro oTteera [197]. B mpoTHBOIOIOKHOCTh, NMPUMEHEHUE TaKUX
albTEPHATUBHBIX IIpernapaToB u3 Tpynmbl  OnokatopoB PAAC, kak uAIlD
(PHamanpwi) B JaHHOM  HUCCIEAOBAaHMHM, HE  OKa3bIBAJIO  KaKOTro-JIMOO
npodunakTupyromiero 3pdexra Ha pazMepbl KOPHS a0PTHI.

K 2015 mosiBUIMCH BHOBH CIIOPHBIE BOIPOCHI MO MPUMEHEHHUIO capTaHoB. B
PKHM 2015 roga (nBoiiHoe ciemoe miane00-KOHTPOIUPYyeMOe) JIo3apTaH, BBI3bIBAs
3HaunMoe ymenbinenne AJl y naruentoB ¢ MOC (n=30, cpeanuii Bo3pact 29,9 nert),
HE OKa3bIBaJM MPOTEKTUBHOTO OTPAHWYCHUS TUIATAIIMN A0PTHI B MEPUOJ 3-JIETHETO
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HaOmoaeHus. [loaToMy Jl0Ka3aTeabCcTBa B HACTOSIIMNA MOMEHT OCTAIOTCSI TOJIBKO LIS
MoOHOTepanuu [-0mokaropamu [198].

KIMIOYEBBIE NMOJIOXXEHUA.

v' T'eHeTHuecKas KOHCYJIbTAllUS PEKOMEHAyeTCs BceM manueHToB ¢ AI'A, Koraa
00JIe3Hb HE MOXET OBbITh OOBSICHEHA TOJBKO TPATUIIMOHHBIMH (HET€HETHUSCKUMH)
dakTopamu pucka.

v KpuTvyeckMM MaKCHMAalbHBIM pa3MEPOM JUAMETPA AaOPTHI, CIIyKaIIUM
MOKa3aHUEM JJIi XUPYPTrUYECKOTO JICYEHHUs HE3aBHUCUMO OT JTHOJIOTHH, SBISETCS
quaMeTp >55 MM.

v' Ilpu HaACIHEICTBEHHLIX aOPTONATHSAX, IIOKa3aHUA K  HPO(UIAKTHKO-
OpPUEHTUPOBAHHBIM XHUPYPTHUYECKMM BMEIIATEIILCTBAM OCHOBBIBAIOTCS B OCHOBHOM
Ha raMeTpe aopThl. Kputnueckuil pazmep 1uameTpa aopThl, CIIyKAIUK TOKa3aHUEM
JUISL XUPYPrUYECKOro JICUCHUS] OTJIMYEH MPHU Pa3JIMYHBIX BapUaHTaX TCHETHYECKUX
MYTaIUH.

v' TlpeBeHTHBHAs XUpypruueckas Koppekius AI'A OCHOBBIBA€TCS Ha OLECHKE
«pHCK / T0JIb3a» W COOTBETCTBCHHO B3BEIICHHOM PHUCKE OCJIOXHEHUH B XOe
€CTECTBEHHOTO T€YCHHS O0JIE3HU U TUIAHOBBIX OTEPAIUH.

v' TloguepKuBaeTCs BaXXHOCTh KOMIUICKCHOW OIIGHKH aoOpThl M AOPTaILHOTO
KJlaraHa y nanueHToB ¢ AI'A, Kak Npu NEpBUYHOM OOCIIEIOBaHUHU, TAaK U BO BpEMs
HaOJIFOICHUSL.

v Tpebyercss coOmrofeHHUE W BBINOJIHEHUIO OOIIMX TIpaBWJI U BpadyeOHBIX
MEPOIPUATANA BTOPUYHOM KapAuoBacKyysipHoW mpodumiraktuku API'A, mommmo
cnenuduuecKon Teparuu.
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5. BABOJIEBAHUA AOPTbI, ACCOLMNPOBAHHBIE C

ABYXCTBOPYATbIM AOPTAJIbHbIM KITANMAHOM.
Cocyaucras MaToOJOTHs, aCCOIMUPOBAHHASA C JBYXCTBOPUYATHIM A0PTAIbHBIM
kiamanoMm (JIAK), packpeiBactcst B Amepukanckux (AHA/ACC, 2014 r.) [199] u
Espormetickux (ESC, 2012 r.) [200] pexomMeHAamusaX IO JICUCHUIO KJIAITAHHBIX

IIOPOKOB Cep/lla W PEKOMEHIAIUSAX EBPONEHCKOro OOIecTBa KapIHUOJIOTOB IO
aHeBpu3Me rpyaHoi aoptel 2014 rona [1].

[Tanmentet ¢ JAK wMOryr uWMeTh acCOLMHPOBAHHYH) AOpTOMNATHIO,
ACCOLMUPOBAHHYIO C AUJIATALMEN, KOAPKTAUUEN U TUCCEKIMEN a0PThI

5.1. 3NUgEMUOINOrunA
5.1.1.A4BYCTBOPYATbIA AOPTAJIbHbIN KNANAH

O6mamas ypoBHEM paclpoOCTpaHEHHOCTH cpeau Hacenenus 10 1-2%,
naBycTBopuathlii  aopranpHbid  knmanadH  (JJAK) sBasercs Hambonee dacto
BCTPEUAIOMIUMCS  BPOXKIACHHBIM mopokoMm cepama [201, 202]. Myx4uHbI
HopaXkaroTCs Yallle, YeM JKeHITUHBI, ¢ oTHomeHueM ot 2:1 o 4:1 [203, 204, 205]. ¥
>70% nauuentoB JIAK sBisieTcs pe3yabTaToM CIMSHUS JIE€BOH KOPOHAPHON CTBOPKU
(JIKC) u mpaoii koponapuoit crBopku (IIKC), cimusame IIKC ¢ HexopoHapHOM
(HKC) Bctpeuaercs B 10-20%, a cpamenune JIKC ¢ HKC — B 5-10% [206].
VictuHHBIE ABYCTBOpYATHIE KIJAMaHbl W KJAamaHbl C E€AUHOW KOMHCCYpOWM
BCTPEUAIOTCS OYCHD PEIIKO.

5.1.1.1. TUMNbI ABYCTBOPYATOIO AOPTAJIbBHOIO
KIAMAHA

Cxematuunoe uzobpaxenue tunos JJAK npeacrasienst Ha puc. 3.1.

90



Puc 3.1 — Tunsr OukycnmaaipbHOrO aopranbHOro kianana nmpu TT-DxoKI. Beepxy ciea-
HAIpaBo: THI 1 — MOJHOE CpallleHHue MPaBOW U JICBOI KOPOHAPHBIX cTBOPOK (komuccypsl Ha 10 u 5
94acoB, aCHMMETPHsI HEKOPOHAPHOW CTBOPKU - MEHBIIIAs); TUM 2 — MOJHOE CpalleHHe MpPaBOd M
HEKOPOHAPHO# CTBOPOK (KOMHCCYpbl Ha 1 M 7 4acoB, aCHMMETpHsI JICBOI KOPOHAPHOW CTBOPKH -
OoutbIIas); THI 3 — MOJHOE CPaIlICHKE JIEBOW U HEKOPOHAPHON CTBOPOK CTBOPOK (KOMHUCCYPBI Ha 2 U
8 yacoB i Ha 1 u 7 4acoB, aCHMMETpPHs IPaBOil KOPOHAPHOI CTBOPKH - OoJbiiast). BHu3y ciieBa-
HampaBo: TUN 4 — kKak TUO 1, HO ¢ CUMMETPUYHBIMH CTBOpPKAaMHM; THUI S — Kak Tl 1, HO Oe3
MEPEMBIYKU OT CpAIlEHUs] CTBOPOK; THIl 6 — KaK THUI 1, HO ¢ HEMOJIHBIM CpalleHueM cTBOpok. Ha
pucyHnke: R — mpaBasi kopoHapHasi cTBOpka, L — jeBas kopoHapHasi cTBopka, N — HEKOpoHapHas
CTBOpKa.

5.1.2.PACLUNPEHUE AOPTbI NMPU OAK

V namuentoB ¢ JIAK, B ToMm unciie 6e3 reMOAMHAMHYCCKMX HApYIICHHHA Ha
KJIallaHe, UMEETCSl PacHIMPeHHE KOPHS M BOCXOJINETrO OT/AEa, 1O CPAaBHCHHIO C
CyObEeKTaMH COOTBETCTBYIOIIETO Bo3pacTa M moia u TpexcrBopuaThiM AK [207].
CyIIecTBYIOT HEKOTOpPbIC YKa3aHHS Ha PACOBBIC pa3jMydsi B PACIPOCTPAHCHHOCTH
pacmupenus aoptsl ipu JTAK [208].

AT'A, ompenensiemast kak pacmudpeHue aoptel auamerpom >40 MM BHe
3aBHCHUMOCTH OT IUTOIIAau moBepxHocTu Tena [209, 210, 211], wiau >27.5 mm/m?
JUISL JIIoJIe manoro pocrta, yacto accouuupoBaHa ¢ JJAK. Puck passutus Al'A y
narueHToB ¢ JIAK ropasmo Bblmie, dyeM B 0ObluHOW momyisuuua [212], HO
JOCTOBEPHBIE MOMYJISIIIUOHHBIE JaHHBIE OTCYTCTBYIOT.

Pasnauunsie moaBuasl JIAK cBs3aHbI ¢ pasmudHbIMH (OPMaMU PacIIUPEHUS
aopTtsl [213]. YV 6onbubix ¢ Tuiom JAK JIKC-TIKC yarie HaOmomaeTcst paciiupeHme
BOCXOJISIIEH a0pThI, HO TaK)Ke HaOrogaeTcs pacimpenne u kopus [214] (puc. 3.2).
[Tpu tune [TKC-HKC kopeHb a0pThI MOPAXKAETCS PEIKO, U HAOIIOJACTCS PacIMpEHUE
TOJIBKO BOCXOJsIICH aopThl [212212].
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Puc. 3.2. [TapactepuanbHas no3uiius 1o mHHONH ocu mipu TT-DxoKI: A) I'pyrieBuaHoe
paciimpeHre KOpHS aopThl; B) AHeBpH3Ma BOCXOJSIICH AOPThI BBIINIC CHHOTYOYJISIPHOTO
COEIMHEHHS.

CpenHerooBeie M3MEHEHHUS TUaMETpa BOCXOMSINEH aopThl y TAIMEHTOB C
JAK moryt Bapsuposath ot 0,2 1o 1,2 mm/ron [215], 207, 216].

CpenHsAs CKOPOCTh pACIIMPEHHs] aHEBPU3M IMPOKCUMAIBHOTO  OTAeIa
BOCXoJsIIe aopThl y nanueHToB ¢ JIAK 1 aopTanbHBIM CTEHO30M OOJIbIIE, YeM Y
OosbHBIX ¢ TpexcTBopuaThiM KianaHoM (1,9 Vs 1,3 mm/rona, coorBercTBeHHO) [217].
B npyrom uccienoBaHu# y MaiMeHTOB ¢ HOpMaibHO (yHKImoHupyromuM JJAK
©XKEeroJIHbIC TeMITBI pocTa aopThl coctaBmiau 0,77 mm [218].

B ormuune ot M®C ckopocTh paclIMpeHUsi aopThl BBINIE B TYOYJIPHOM
OTJIeJIe BOCXOJISIIEH aopThl, 4eM Ha ypoBHe cuHYycoB BasbcanbBel [219]. D nanHOM
uccinenoBanuu B 50% ciayyaB HE MPOUCXOAMIIO PACIIUPEHUS A0PThI B T€UEHUE 3 JIET,
[219], yTO mMOmuYEpKHMBAaET HEOMHOPOIHOCTH momyssinuu manueHToB ¢ JJAK. Jlyra
aopThl mopaxaercs peako [220]. JJaHHBIX JJIs KOJIMYECTBEHHON OIICHKH MOIIHOCTH
ATUX acCOIMALMM HEJOCTATOUHO.

Cpenn B3pocisix ¢ JJAK ~ B xaxaom Y2 ciyyae moTtpeOyeTcsi MpoBeAcHHE
orepariu cepaeuHo-cocyauctoro mpoduis B reuenue 20 net [221].

V¥ nmamuentoB ¢ JIAK, koTopeiM He BbIoNHsIachk Koppekuuss AI'A Bo Bpems
MPOTE3UPOBAHUS AOPTAIBHOTO KJamaHa, 15-meTHuii mokaszareinb OTCYTCTBUS
ocloxHeHur coctaBui 86% s ucxomuoro nuamerpa aopTthl <40 mm, 81% mnpu
muamerpe 40-44 mwm, u gumbs 43% npu guamerpe 45-49 MM, COOTBETCTBEHHO
(p<0,001) [222]. Emie B OJHOM HCCJICIOBAHUU COOOIMIAETCS O HU3KOM PHCKE
HEOIaronmpusATHBIX COOBITHIN, aCCOIMUPOBAHHBIX C AOPTOH, MOCJE MPOTE3UPOBAHUS
kianaHa npu creHo3e J{AK um comyTrcTByromeid JErkoil yMEpeHHOM AHIIaTaluu
Bocxomsme aoptel  (40-50 wmm): Tompko 3% mAIMEHTOB  MOTpeOOBaH

BMeEIIaTeIbCTBA HAa MPOKCUMAIBLHOM OTJEJe aopThl B TeueHue 15 mer HaOmroaeHus
[223].

92



5.1.3.PACCJIOEHUE AOPTbI

Kpome pacmmpenus aoptel u ¢opmupoBanus aneBpusmbl, JAK sBisercs
(akTOpOM pHCKa pacciIoeHHs U pa3pbiBa [ 224].

Opnnako vactora PA kpaiine BapuaOenbHa B pa3HbIX HCCIEIOBAaHUAX: OT €&
orcyrctBus [221] u 0,1% [216] B 6oabimx uccieqoBanusx, 10 4% B 00beJMHEHHBIX
paHHUX wHccnenoBaHusax [225]. B omHOM wHccienoBaHuu cooOmianock o 6%
COBOKYIHOM BcTpeyaeMoct PA Tuma A y HenedeHblx mnanueHToB ¢ JJAK wu
pacIIMpeHHEeM aopThl B TEUCHHUE CPEIHETo repuoia HadmoaeHus 65 Mecsies [224],
HO MPU COBPEMEHHON paHHEN MPO(UIAKTUIECKONW XUPYPTUH 3TO TPYIHO OLCHUTD.

Pacnpoctpanennocts JIAK konebnercs ot 2-9% npu PA tuna A u 3% mipu PA
tuna B [226], 4To juilb HEMHOTMM BEIIIIe, YeM pacipocTpaneHHocTh JIAK B o01ieit
nonyssiun (1-2%). Ha (puc. 3.3) mpeacrasiien ciydaii octporo pacmuperuss AO
(tum A).

&Y
&3

? FL

4 A/
TL y

= -4

P

Puc. 3.3 - UII-Ox0KI'. Cepxy ocTpoe paccioeHue A TUMa Mo AJIWHHOW U KOPOTKOW OCH;
OeJbIe CTPEIIOYKH 0003HAYAI0T WHTHUMAJIBHBIN JTOCKYT. CHH3Y IBETOBOW JOMILUIED y TAIMEHTa C
XpOHUYECKON Nucceknueld B Tuma aeMOHCTpUpYyeT MOTOKHM B MCTHHHOM M JIOKHOM MPOCBETaX
AOPTHI, & CEPO-IIKATBHBIN PEeXKUM JICMOHCTPHPYET YACTHYHBIN TPOoMOO3 JIOKHOTO TpocBeTa. FL —
JIOKHBINA IPOCBET, 1L — UCTUHHBINA TPOCBET.

5.1.4.0AK U KOAPKTALIUA AOPTbI (KOA).

Toasko tun JAK JIKC-TIKA accoruupoBan ¢ KoA [227, 228]. [laHHBIX O
pacrnpoctpanenHoctd KoA npu JIAK mano: B ogHOM cO00IIEHUN TOBOPUTCA O /%0
[212]. Hamportus, 50-75% mnaruentoB ¢ koapkranueidr umeror JIAK (tuma JIKC-
[TIKC). V namuentoB ¢ KoA u JIAK puck passutus pacmupernus u PA 3Ha4nTEeIHHO
BBIIIIE, YeM B momyJisiiuu Toibko ¢ JJAK [229, 230].
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52. KIIMHUWYECKOE TEYEHUE

JlarHble 00 yBenuueHuu pa3mepoB aopTsl ipu JJAK pazmuuarorcs.

CpenHsst CKOPOCTh MPOTPECCUPOBAHMS TUAMETpa MOXKET cocTaBiaATh 0,5 MM B
roJl Ha YpOBHE CUHYCOB BanbcanbBbl 1 CHHOTYOyIsipHOTO coennHenus, 0,9 MM B Tox
Ha ypOBHE MPOKCHUMAILHOTO OTAeNa BocXomasmiedr aoptel [231, 232, 224]. B
CpeIHEeM, CPeIHHI TeMIl mpupocTta oneHuBaetcs B 1-2 mm/rox [233, 216]. Unoraa
HaOoaeTcsi 0ojiee YCKOPEHHBIH pOCT - OBICTpOE MporpeccupoBanue > 5 mm/rof,
KOTOPOE CBS3aHO C OOJIBIIIMM JTUAMETPOM U IMOBBIIICHHBIM pUckoM PA wim pa3prbiBa,
0COOEHHO C PE3KHM YBEJIMUEHUEM JaHHOTO pUCKa MpH quameTpe > 60 mm.

Boiiee OBICTpBI pOCT pa3MepOB aoOpThl OTMEYAETCS MPH 00Jiee BBHICOKOM
rpaaveHTe naamieHus npu  creHo3e JIAK u  Oonee Tsbkenmodl  aopTaibHOM
HeT0CTaTOYHOCTH (OOJBIIHI yaapHbIi 00beM) [234].

Pe3koe pacmipeHue aopThl BO3MOXHO W B OTCYTCTBHE CTEHO3a WIIU
perypruTaiuu ocooeHHO B MOJIoIoM Bo3pacte [235; 236] ].

JlaHHBIE O pOCTE€ pa3MEepoB aopThl TMOCJIE MPOTE3MPOBAHUS KIIAlaHa
MOKA3bIBAIOT, UYTO MOBTOpPHAs OIMEpalus Ha KOPHE aOpThl C MCXOJHBIM JTHAMETPOM
40-50 MM (mpu mpoTe3MpoBaHMHU) KiallaHa peaKo HeobOxoauma B Teuenue >10 jer

HaOJroIeHns. B 3To# rpyrie o4eHb PeIKo BCTPEYaeTCsl pacCiIOCHUE aopThl [223,
237].

5.3. MNATO®PU3UNONOINA

Myrtanuun B rene Notchl accommupoBanbl ¢ JIAK [238]. HaGmromaercs
BBICOKAsl YacTOTa BCTPEYAEMOCTH CEMEHMHBIX CIydacB, cXomHas ¢ AJl-Tumom
HACJICIOBaHMs C TIOHMKEHHOM TEHETPAHTHOCTBIO.

HenaBHo oTkpeiThl MyTaniuu B TeHe MAT2A, koaupyoieM KaTaauTHYeCKYHO
CyObEeIMHUILYy BHEMCUYCHOUHOW METHOHUH TpaHc(]epasbl, KOTopas KaTaJIu3upyeT
ounocunte3 S-afaeHozuwametnonrnna (AdoMet i SAM) u3 metnonnna u AT® [239]
— penkuii renetndeckuii Bapuant API'A, BcTpeuaromumiica B cembsix ¢ BAK.

Pasnuunas opuenranus ctBopok (cnusiaue JIKC u INKC, wmu ITKC ¢ HKC),
IOPEINONOKUTENbHO, HMEET pa3jIMuHyl J3THOJIOTHIO B 53MOpHOHANIbHOU (aze
passutust [214]. Pazmuunbie Tunsl JIAK cBs3aHbl ¢ pasnudHbIMEH - (hOpMaMH
MaTOJIOTUU aOPThI, HO MATO(PU3UOIOTHS OcTaeTcs Hew3BecTHOU [212]. DT1o Moryt
OBITh TeHeTHYeCKHe (PAKTOPHI, C OOMIMMHU TE€HETUYECKUMH ITyTSIMU AJISl PaCUINpPEHUs
aoptel u JIAK [240, 241]. Ot0o MoryT OBITh TeHeTHUYECKHE (AKTOPBI, C OOUIMMHU
TCHETUYECKUMU MyTIMHU JUIsl pacuupenust aoptel u JJAK [223, 242, 243], unu ux
KOMOMHAIUH.

54. AOUATHOCTUKA
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5.4.1. KNMHUYECKAA KAPTUHA.

JAK, ¢ aopTadbHBIM CTE€HO30M WM PETypruTtanueil, MOXET BbI3bIBATH
KaIoObl W KJIMHWYECKHE MPHU3HAKK (CepaedyHble IIyMbI), KOTOPBIE MOTYT OBIThH
oOHapy>XeHbl TPH KIMHUYECKOM o0OcCiieoBaHUU. PacuimpeHue aopThl PelKo
CUMIITOMHO. ATHIHWYHBIM TPU3HAKOM pACIIUPEHUS AOPTHI MOXKET OBITh
XpoHUYecKas 00Jb B TPyaH, e, U cruHe. ONbIINIKa, HHCTIUPATOPHBIA CTPUIIOP, U
penuaIuBUpyIoNe HHGEKITUU IbIXaTeIbHBIX IMMyTed MOTYT YKa3bIBaTh Ha C/IaBJICHHE
KPYIHBIX JAbIXaTENIbHBIX MyTeH. OXPUIIOCTh MOXKET YKa3blBaThb Ha CJABJICHUE
FOpPTaHHOTO HepBa. YacThIM MEPBHIM KIWHUYECKUM MPOSIBICHUEM HEJICYECHOU
MPOrPECCUPYIOIIEH aHEBpU3MbI aOpThl, cBsizaHHOU ¢ JIAK, aBnserca paspsiB win
PA. VY wuebGonpmoro moamHoxkectBa mnanumeHtoB ¢ JAK (<15%), mnourn
UCKJIIOUUTEIBHO MOJIOABIX JIFOJEH, MPEUMYIIECTBEHHO HAOI0AaeTCsl pacIIMpEeHUE
KOpHsSI aopThl 0€3 3HAYMMOIo KJAlaHHOTO CTEHO3a WM perypruTainuu, C
MUHUMAJIbHBIMM ~ KJIMHUYECKUMH TMPOSBJICHUSIMU WIM 0€3 TakoBBIX. Puck
HEOJaronpusATHBIX COOBITUH Yy ATHUX MAIMEHTOB BBICOK, HO WX OYEHb TPYIHO
BBISIBUTD, €CJIM OHU HE OOHAPYKUBAIOTCS TIPU CKPUHUHTE.

5.4.2.BU3YAIIUSALINA

OcoOble yKa3aHuss B OTHOIIEHUMM Bu3yanuzanuu aoptel npu JJAK
OTCYTCTBYIOT.

5.4.2.1. AXOKAPONOIPA®UA

Oxokapaunorpadudueckas Busyanuzanus JJAK npeacraBnena Ha puc. 3.4 — 3.6

Puc. 3.4 - JIsyctBopuathiii aopranbHbii kinanad npu 2D-UI1-OxoKI™ mo kopoTkoit ocu B
cucrony (crernudpuaeckoe paCKpbITHE CTBOPOK U MIEpEeMbIUKa Ha 0HO# u3 cTBOpok AK).
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Puc. 3.5 - /IByctBOopuathiii aopTaneHbiil Kiaanan npu 2D-UII-OxoKI no anuHHO#M ocu B
IUacTONTy (ACHMMETPHS CMBIKAHUS CTBOPOK).

Puc. 3.6 - YMepeHHas HEIOCTATOYHOCTh JJBYCTBOPYATOrO a0PTaJIbHOrO KianaHa rnpu 2D-
UI1-OxoKTI" (BugHa perypruTanus Ha KjamnaHe B JHACTONY).

5.4.3.06CJINIEAOBAHUE POOCTBEHHUKOB

N3-3a momiHOM cemeitHol accommanuu nipu JJAK [244, 245, 246] moxer
paccMaTpuBaThCs ~ CKPUHUHT  POJCTBEHHUKOB  IEPBOM  CTENEHU  POJICTBA.
OTtcyTcTBYIOT JHaHHble 00 3(dekTuBHOCTH (T.e. YHCIE MANUEHTOB, KOTOPOE
HEO00X0UMO 00CIeI0BaTh, YTOOBI JUATHOCTHUPOBATH OJHMH Clydail 3a00JIeBaHMS)
WU SKOHOMHYECKOU 3(P(HEKTUBHOCTH CKPUHUHTA.

5.5. HABJIIOOEHUE

B cnyuae BmepBwie auarHoctupoBanHoro AK cremyer BuU3yanuznpoBaTh
KOpeHb W Bocxofsmie ornen aoptel ¢ momouisio TT-DxoKI' nmubo coBmecTHO €
APYTUM BU3YIM3UPYIOIIMM UCCIEI0BaHUEM, ITpeanoyturensnee — MPT.

Otmeuaercs xopomas koppessiius Mexxay MPT u TT-OxoKT'. IToatomy, ecnu
aopTa He paclIMpeHa, €KeroJHoe 00CIe0BaHNE MOKET BBIIOJIHATHCS MPU NOMOILU
96



TT-Dx0KI', ¢ wuHTepBajaMH B 3aBUCHUMOCTH OT CKOPOCTH pAaCHIMpEHHS W/viu
CEMEWHOr0 aHaMHe3a.

B ciiydae yBenudeHust aopTel B quamerpe >3 MMm/ro1 Win auameTpe > 45 mm
no gaHHeiM TT-OxoKI, mim korma sxokapauorpapuueckue H300pakeHHs HE
o0ecrneunBaroT aJIeKBaTHOI'O U300paKeHUsI BOCXOAIIEN aopThl Ha paccTosiHue > 4.0
CM OT IJIOCKOCTH KJIAIlaHa, IMOKa3aHa JONOJHUTENbHAS BU3yaIM3allMs, B YACTHOCTH
MPT wu KT (1a0.3.1).

Hauunas ¢ quametpa aopThl 45 MM, PEKOMEHIYETCSI IPOBEJACHUE €KET0HOTO
uccienaoBanusi Bocxonsuiend aoptel. Ecnu npu TT-DxoKIT HEBO3MOXKHO HaJEKHO
BU3YAJIM3UPOBATh BOCXOJSIIYIO aopTy, MOKa3aHa €XKErojHas BU3yalu3alusl IpU
nomoind MPT (uwnmu KT, eciu MPT nenoctymnno) [247, 248, 249, 250].

5.6. JIEHEHUE

B-anpenoOnokaropel  (BAB), Hapsmy ¢  OJokaropaMH — pPELENTOpPOB
anruoreHsuHa |l (APA), uMEIOT KOHIENTyalbHBIE MPEHMYINECTBA IJII CHUKCHUS
CKOpPOCTH IMpOrpeccupoBaHusi pacmupeHuss kKopHa aoptel npu bBAK. Opnnaxo
KJIIMHUYECKAE  MCCIENOBaHUsA, MOATBEPKIAIONINE  IOJOXKUTENBHOE  BIIASIHUE
MEIMKAaMEHTO3HOM TE€paluy Ha MPOTrPECCUPOBAHNUE PACIIMPEHNS BOCXOASAIIEN A0PThI
win kKopHs aopthl npu JAK wne yOeautenbHbl. TemM He MeHee, OOBIYHOM
KJIMHUYECKOM MPaKTHKOM siBisieTcst HasHauenne BAB u APA (1a6.3.1).

[Toka3zaHus K XHPYPrHYECKOMY JICUCHHMIO paciiupenus aoptel npu JIAK B
IICJIOM aHAJIOTUYHBI TAKOBBIM IIPH JPYTUX MPUYMHAX PACHIUPCHUS, 32 UCKIIIOUCHHEM
pszia 0COOCHHOCTEH.

[penpiaymue pexomenganunun ACCF/AHA/AATS (2010 r.) u ESC/EACTS
(2012), pexomeHaoBanM Xupyprudeckoe BmematenbcTBo npu  JIAK, korma
auiaTaius aopThl cocraBiisia > 5,0 cM Ha nro0oMm ypoBHe. B HacTosiiee Bpems
KOMHUTETHl TEPECMOTPENH  JI0Ka3aTeNbCTBa, TMOJATBEP)KIAIONINE TMPEIbIIYIIHE
pPEKOMEHAAIMM M NOCUUTAIM MX BEChbMa OTPAaHUYEHHBIMU C OJOOpeHHeM Oojee
HUHAMBHUAyaIbHOrO moaxoaa (tad.3.1).

B Hacrosiee BpeMsl XHPYPrHYeCKOE BMEIMIATEILCTBO PEKOMEHIYETCS IPH
aopranpHON auinaTanmuu 5,1 cM 10 5,5 ¢cM TOIBKO B Cily4ae CEMEMHOro aHaMHe3a
IUCCEKIIMU aOpThl MM OBICTpOro mporpeccupoBanus ammarainuu AI'A. Bo Bcex
OCTaJbHBIX CIydasx, IIOKa3aHa oIepamnus, B T.4. C€CIH €CTh 00jee TsKemas
aunaranus - 5,5 cm. (1a6.3.1).

IIpn omepamuu 1O MOBOLY AOPTAJIBHOTO CTEHO3a WJIM PETyPrUTALUU Y
nauueHToB ¢ JIAK A0mKHO paccMaTpuBaThCsl MPOTE3UPOBAHUE KOPHS aOPThI, €CIIH
ero nuamerp Oombiie 45 MM, K3-3a TMOBBIIICHHOTO PHCKA PACHIMPEHUS AOPTHI,
BO3MOYKHO TOTPEOYIOMIETO BMEIIATENbCTBA (MJIM €r0 PACCIOCHHS W pa3phbiBa) B
OTAAJIEHHOM IIEPUOJE MTOCIE ONEPALINH.
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B coBpemennbix pekomenmanusax ayx odomecte ACC / AHA 2014 rona
npuMeHeHrne QopMysn IS pacuera auaMeTpa aopThl HAa OCHOBE WHACKCAIHH
IUTOIIA/IA TTOBEPXHOCTH TeJIa He pEKOMEHIYIOTCS [ 222, 224, 247247, 251 , 252].

Tabnuya 3.1.
Pexomenoayuu no eedenuro pacuwuperus koprs aopmsi y nayuenmos c JJAK
Pexomenmanus Knacc® ypOBeHI)S
Y nayuenmoes c uzeecmuvin J/IAK 0onsxcro ovtme 6vtnoiHeHo I B
ucxoonoe TT-IxoKI onsa ouenku mopghonozuu knanana, ons [212, 234, 235,
usmepenusn maxcecmu AC u AP, a maxce 0na ouenkn Gpopmbl 1 236, 253]

AUAMETPOB KOPHS U BOCXOsIIel A0PTHI C Uelbio RPOZHO3UPOBAHUA
KIUHUYECKO20 UCX00a U OnPedeleHUA CDOKOB ONePAmueHo20

IHayuenmam c /IAK nokazano évinonnenue MPT unu KT cepoua, ecnu | | C
Mophonozusn KOpHA u 80CX00AULeH AOPMBL HE MOXMCEm Oblb MOYHO [247,248,249,2
ouenena npu TT-IOxoKI' 50]

Ilokazano npogedenue nO6MOPHLIX UCCIE008AHUIL KOPHA U I C
eocxooaueit aopmul y Kaxcooz2o nayueuma c /{JAK c unmepeanamu 6 [231,232,22
3a6UCUMOCHIU OM PA3MEPOG AOPMbL, CKOPOCHIU YEEIUYCHUS PA3MEPOE 4]

U cemMeiiH020 anamnesa.

Ilpu ouamempe Kopua unu eocxooauwieii aopmol >45 um unu ee I C
yeenuuenuu >3 Mml200 no OGHHBIM IXOKAPOUOZPAPUU ROKA3ZAHO [231,232,22
eiceco0Hoe usmepenue OUamempos aopmol. 4, Owubka!
IlIpu ouamempe aopmot >50 mm unu ee ysenuuenuu >3 mmlz00 no I C

OAHHBIM IXOKapouozpaguu, NOKA3aH0 NOOMEEPIcOeHUe U3MeEPEHUIL C
UCnob306anuem opyzozo susyanuzupyiowezo ucciedosarus (KT unu
MPT).

Ilpu JIAK Xupypriuyeckoe emMeuiamenbCneo Ha 60cxooauiell aopme
HOKA3aHO 6 ciiyuae.

. pacuiupeHus KOPHA Uil 60CX00auiell aopmol >55 mm. I B
[216, 221, 224]

. pacuiupenus KOpHa uau eocxooaueit aopmut >50 um u la C
Hanuuuu opyzux hpakmopoe pucka.” [222, 224]

[247, 251]
. pacuiupenus KOpHa uiu 60cxooauieil aopmel >45 mm npu C
NJIGHUPYEMOIL Onepayuu nPOmMe3upPoBanus AopmanbHO20 KIanaHa u3- la [222, 224]
3a msaxcenou AP unu AC. [247] 251,
Hcnonvzoeanue 6ema-010Kamopos modxcem 6b1mb paccCMOmMpeHo y b C
nayuenmoe c /IAK u pacwupenuem xopua aopmor >40 yum.
Bcneocmeue cemeiinozo xapakmepa cieoyem 00Cyscoamy CKPUHUHZ la C
POOCHI86EHHUKO8 NePEoll CeneHu PoOCcHea.
Y nauuenmoe c 0601t anacmonamueii unu /IAK ¢ pacuupenuem Il C

Kkophs aopmot (>40 Mm) uzomempuueckue ynpaj3cHeHus ¢ 6bICOKUMU
cmamuyueckumu Hazpy3kamu (Hanpumep, majicends amiemuKa) He
NOKA3aHbL U 0OIHCHBL ObIMb UCKTIIOUEHDL.

98



uanme. © — knacc pexomemnoayuu, g yposensv oOoxazamenvnocmu, ©° — KoA, cucmemnas
cunepmen3us, cemeiHbvlii AHAMHE3 PACCI0eHUll Ulu yeeaudeHue ouamempa aopmol >3 mml200
(npu noemopnvix uzmMepeHusAxX ¢ UCNOIBL306AHUEM OOUHAKOBLIX MEMO008 GU3YATUAUUL,
UMEPEHHBIX HA OOHUX U meX Jce YPOBHAX aopmul, C HNOUWIA206bIM CPAGHEHUEM U
nOOMEEPIHCOCHHBIX NPU OPY2OM GUOE UCCIEO06AHUA).

meHusi: AC — aopmanvhulit cmenos, AP — aopmanvhnan pecypeumauusn, /JAK — oeycmeopuamutii
aopmanvustii knanan, KoA - koapkranus aoptbl, KT — xomnsromepnaa momozpagusn; MPT —
macnummno-pesonancnan momozpagus; TT-IxoKI' — mpanucmopakanvnan 3xoxkapouozpagus.

CxeMaTU4yHO BbBIILIEYKAa3aHHAs TAaKTHKA TAKTUKA [0 BEJIECHUIO PaCIIMPEHUS
KOpHs aopThl y nanueHToB ¢ JJAK npencraBinena Ha pucyHke 3.7.

Puc. 3.7 - TakTuka no BefeHU0 NAUNEHTOB C PacCLUMPEHUS KOPHA aopThbl Y
nauueHTtoB ¢ JAK.

5.7.
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NMPOrHO3

Puck paccioeHus u pa3pbiBa yCHIIMBAETCSA C yBEJIMYEHHEM JAMAMETpa aopThl,
0COOEHHO C PE3KUM yBeJIHMUeHUEM pu Auamerpe 60 Mm.

[Ipu nedyeHun B COOTBETCTBUU C PEKOMEHJALUSIMU MPOTHO3 ONarompUsITHBIN
— ropaszzo Jyuure, yem npu M®C, u aHanorn4eH TakOBOMY IS JIUL B HOPMAJIbHOM
HOMYJISIIIMKA COOTBETCTBYIOIIEro Bo3pacTa [212; 223].

KINOYEBBIE NMOJIOXEHUA.

v Hayuenmam c¢ JJAK ¢ OOKYyMEHMUPOBAHHbIM PACWUPEHUEM CUHYCO8
Banvcanvevl unu gocxoosueti aopmsi 00IHCHA BbINOIHAMBCA OUHAMUYECKAs
oyenKa Mopgono2uu aopmel ¢ 0AiIbHEUWUM YMOUHEHUEM MAKMUKU 8e0eHUs
nayuenma, noCKOJIbKy aopmonamus Modcem npocpeccuposams co 6PemMeHeM
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6. MPEACEPAOHbLIE CTPYKTYPHbIE AHOMAINNA CEPAOLA
6.1. OTKPbITOE OBAJIbHOE OKHO

6.1.1. TEPMUHOJIOINMA N HO30NOIunA

Omkpoimoe osanvhoe okno (000) (patent foramen ovale, PFO) — dopma
MEKITPECEPIHON KOMMYHHUKAIIMM, AHATOMHUYECKH IPEACTABISIONIAs <«30HI0BOEC»
OTBEPCTHE, PACIIOIIOKEHHOE B IICHTPAIbHON YaCTH MEKIIPEACEPIHON TMEPEroOpOaKH
(MIIIT) - B obsacTy OBaJBbHOM SMKH, OOpa3ylolleecs W3 Halararolluxcs dacTeil
nepsuynou (OStium primum / kimanaHHas 3acjIOHKA) M 6MOPUYHOU TIEPETOPOJIKH
(ostium secundum) oOBaJILHOTO OTBEPCTHA. SIBJISAACH PYIUMEHTOM HOPMAIBHOTO
KpoBooOpatieHus: sMOpuoHa, OOO He sBIsSETCS BPOXKICHHBIM MOPOKOM Cepila U
otaocutcs kK CAC.

DyHKyuoHupyouee 06a1bH0€ OKHO — HaJIN4Ne TEMOANHAMHUYECKOT0 cOpoca
pu O0O0.

6.1.2.PACMNMPOCTPAHEHHOCTb

[Io maHHBIM CcamMOro KPYIHOTO CEKIIMOHHOTO HCCJIEIOBAaHMS, OCHOBAaHHOTO
6onee wem Ha 9000 ayromcwuii, pacmpoctpaneHHOCTE OOO B 00mIel momymsuu
konebnercs ot 15 mo 35% (25%) Bcex nwmi BO B3pociol momynsuud [254] wu
conoctaBuma ¢ BeisBineHueM OO0 npu IxoKI™ nccnemoannu — 15 - 25% [255, 256,
257, 258].

6.1.3.HOPMAJIbHAA AHATOMUA, SMBPUOITEHE3 U
dU3NONIOIMnA

dopmuposanue MIIIT npoucxoaut Ha 5-6 Henene smOpuorenesa (puc. 4.1). B
npoiiecce paszeiieHHsl MEPBUYHOrO OOIIEro Mpeacepaus Ha MPaByl U JICBYIO
MOJIOBUHBI TMPUHUMAIOT YYacTHUE JBE ICPErOPOJAKH: ICPBUYHAS M BTOPHYHAS.
[TepBuyHasi meperopojKa BBHITYMBACTCS OT KPBIIIK MPEACEPAUs B HAIPABICHUH K
SHIOKAPAMAILHBIM TOaymedkaM. OTBEpCTHE MEXIy HIKHHM KpaeM IEpBHYHON
NEPEropoJIKH W DHIOKAPAWAIbHBIMA  TOMYIIKAMH  SIBJISCTCS NIEPBHYHBIM
MEXIIpeacepaHbiM  oTBepctieM (A). BropuyHoe MeXnpeacepaHoe OTBEPCTHE
oOpa3yercs B BHJIE MHOTHX MEJIKHX OTBEPCTHUH B MEPBUYHOMN MEPErOPOIKE, KOTOPHIC
BO3HUKAIOT B pe3ynbrare anontosa (B). Oty nepdoparuu ObICTPO YBEITUUIUBAOTCS,
obpazyst emmnoe otBepctre (C). K 8-ii Hemene mnpeHaTalIbHOTO OHTOTCHE3a
IPOUCXOAUT (POPMUPOBAHNE BTOPUYHOM MEPETOPOIKH, KOTOPas MO MPOUCXOXKICHHUIO
MBIIIICYHAsS W CXOJHA IO CTPOCHHIO CO CTeHKO# mpexacepaus. [locie oxoHUaHUs
pocTta BTOPUYHOM IIEPErOPOJKH OCTAeTCA OTBEPCTHE, HMEHYEMOE OBaJIbHBIM
orBepctueM MIIII. Korma BepxHsis 4YacTh MEPBUYHON NEPErOPOAKH IOCTEIICHHO
peIyLHUPYETCs, OCTaTOYHAs YaCTh €€ CTAHOBHMTCS 3aCJIOHKOW OBaJbHOI'O OTBEPCTHS
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(D). Jlannas 3acioHka oOecHeuMBacT BO3MOXKHOCThH IPABO-JICBOTO MMOTOKA KPOBH
yepe3 MIII y miona.

B HOpMe mpu QHU3MONTOrHYECKUX YCIOBUSX AMOpPHOHA BCS BEHO3HAs KPOBBb
(meokcureHMpoBaHHas CUCTEMHAass W W3 MYMOBUHBI C BBICOKHM COJCpKAHUEM
KHCJI0poJia) IpeHupyercs B mpaBoe npeacepaue (I111).

A T
(17
" o

Puc. 4.1. - BuyTpuyTpoOHOE pa3BUTHE NPEICEPAHON NEepPeropoaku. Cokpawenus: A —
nepeuunas nepezopooka (Septum Primum, SP) pacmem c¢ xkpwiwu npedcepouil, opmupyemcs
nepsuunoe medxcnpedcepornoe omeepcmue (I[IMI10); B — 6 nepsuunoil nepecopooke pazeusaromest
penecmpayuu; C — smopuunoe medxncnpeoceponoe omeepcmue (BMIIO) u pazeumue eémopuunoi
nepezopooku (Septum Secundum, SS). Vemwbe emopuunoii nepecopooku oeticmeyem 6 Kauecmee
Kauana 0713 npaso-1e6020 WyHmMupoB8anust u okcueeHayuu kposu; D— 6 obracmu nepedne-eepxueco
kpas osamvrou samxku (fossa ovalis, FO) nepsuunas (3aciomnxa) u emopuunas nepe2opooxu
OCMAOMCst HePACNIABICHHbIMU, YUMo npedcmasisiem cobou omkpuimoe osanvhoe okno (00O0). IIT1

- npasoe npedcepoue; JII - neéoe npedcepoue (3aumcmsosano uz Calvert P.A. et al., 2011) [ 260] .

AHaTOMHSI OBAJIbHOT'O OKHA 00OECIEYMBAECT BO3ZMOXKHOCTh TOJBKO MPABO-JIEBOTO
nmoroka kpoBu uepe3 MIII y mnoma. Ilpu pacnpaBieHHM JETKUX BO3LYyXOM
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YBEIIMYEHUE JIETOYHOTO KPOBOTOKA MPUBOAUT K BO3PACTAHHUIO JABJIIEHUSA B JIEBOM
MPEICEPIN U CMEIICHUIO NEPBUYHON NEPErOpPOJKHA BIOPABO - K BTOPUYHOM, YTO
CIOCOOCTBYET 3aKphITHIO OBAaJHOIO OKHAa. B nanbHeilliem, Opu COXpaHEHUU
HOPMAaJbHBIX (DU3UOJIOTUYECKUX YCJIOBUHM, MEPBUYHASL MEPETOPOJIKA CIIAaUBAETCS CO
BTOPHUYHOM, 3aKaHUYMBAs CENTALIMIO IIpeacepanii. B HopMe Ha MecTe OBaJIbHOIO OKHA
onpenensiercss HeOOoJbIIOe YIiyOJieHue, Ha3bIBAEMOE <«OBAJIBHBIM YIIIyOJICHHEM»
(mar. fossaovalis).

O He3apawenuu 06anbHO20 Omeepcmus KaKk 00 OMKIOHEHUU OMm HOPMbL
cnedyem 2ogopums auuib nocie 1 200a scusnu pedénka.

Mopdomnorus OOO MoxkeT ObITh JOCTATOUYHO Pa3HOOOPa3HOM, C KpasiMU pa3HOMN
TOJIIIWHBI, HAIMYKWEM KJalaHa WM €ro PEeAyKIUerd B TOW WM HHOW CTEIEHH.
BapuaGenpHoCcTh Kacaercs kak pa3mepoB, Tak U popmbel OO — oOT mpocToro
OTBEPCTHS, IPUKPBITOTO 3aCIIOHKOH, 0 JUIMHHOIO M3BHIKCTOro mpoxona [259]. B
HEKOTOPBIX CIy4dasix NEepBUYHAS MEPETOPOAKA OTCTOUT OT BTOPUYHOMN U3-3a CKIIAJKU
TKaHU Ha JeBo-npenacepanoi cropone MIIII, dopmupys T.H. «pukcupoBaHHOE
oTkpbIToe oBasibHOE okHO» ("'PFO with fixed opening" wim "held open PFO") [260].

6.1.4. KNTMHWYECKUE NPOABJIEHUA

B 6onpmuHcTBe cnydaeB nmanueHTs ¢ OOO MalOCHMITOMHBI, B CBSI3H C YeM
nanHass CAC KJIMHUYECKH BBISBISETCA KpailHE peako. B moapocTkoBoM mepuoje
MOKET HaONIOAAThCSI CKJIOHHOCTh K OOMOpPOKaM M JIWHAMHUYCCKMM HapYHICHUSIM
MO3roBOro kpoooOpaieHus. [Ipu remogunamuyeckn 3Haunmbix pazmepax OO0 y
JeTel CTapuiero BO3pacTa BO3MOXKHO YMEPEHHOE CHIXKEHHE TOJICPAHTHOCTH K
dbu3nUecKuM Harpy3kam, IbIXaTelabHbIM auckoMdopt. Knmamdeckue mposBIeHUs
MOTYT TOSIBIIATHCS TPU  JJIUTEIIBHOM HATY>KUBAaHUU W 3aJEPKKE JbIXaHHS, UYTO
00yCIIOBJIEHO OTKPBITUEM IIyHTA, TOTJAa KaKk B MOKOE W MPU OBITOBBIX (PUBHMUECKUX
Harpy3kax HIyHTUPOBAHUS KPOBU HE MIPOUCXOIHUT.

Knunudeckue cutyanuu, 0OpU KOTOPBIX CIEAYET MPEANOJIONKUTH KIIalaHHO-
HenonHorieHHoe OO0, cymmupoBansl B Ta0. 4.1.

Taomumna 4.1.

Kinnuveckue cutyanuu, Npu KOTOPLIX cJieyeT 3an0A03PUTh
¢pynknuonupyromee OO0

1. He3HauuTenpHBIM LIMAHO3 I'y0 WM HOCOTYOHOI'O TPEYroJIbHHKA MpPH Kalllle,
bu3nyeckux Harpy3kax (0COOCHHO cTaTHYECKHX), muiade (y aeTei);

2. Croiikas mpeIpacioiokKeHHOCTh K YaCThIM MPOCTYAHBIM U BOCTIATUTEIbHBIM
3a00J1€BaHUSIM OPOHXOJIErOYHON CUCTEMBI;

3. Banepxkka (U3MYECKOrO pa3BUTHS pPEOEHKA, HHU3Kash TOJEPAHTHOCTh K
¢bu3nueckuM Harpy3kam, OCOOEHHO B COYETaHHMM C CHUMIITOMamu
JBIXaTEIBHOTO TUCKOM(OPTA MM JIBIXaTeJIbHON HEAOCTATOYHOCTH,

4. B0o3HMKHOBEHHE HEOOBSICHUMBIX MOTEPh CO3HAHMs, 0OMOPOKOB, CUMIITOMOB
IPEXOJAILIEr0 HAapYLIEHUs] MO3TOBOIO0 KPOBOOOpAIIEHHs, OCOOCHHO Y JIUI
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MOJIOZIOTO BO3pacTa M MAIMEHTOB C BAapHKO3HOW OOJIE3HBIO BEH u/Win
TPoMOOGIICONTOM HIKHUX KOHSYHOCTEH M/WIIM MaJIOTO Ta3a,

5. MuHuMaNbHblE  PEHTICHOJOTHMYECKHE  TMPHU3HAKU  TUNEPBOJIEMHH B
COCYUCTOM pyclie JNErKuX, TEHACHIHUS K YBEIWYCHHIO MPaBbIX KaMep
cepana (kKak MpaBuiIo, IMEET MECTO JIMIIb Y JIUI] CTAPIIETO BO3pacTa);

6. MuHUMaJIbHBIE ANIEKTPOKapAUOTrpaUUEeCKUEe CUMIITOMBI, YKa3bIBAIOIINUE Ha
NOBBILICHUE TE€MOJAMHAMUYECKOM Harpy3Kud Ha IpaBbleé KaMepbl Cepua,
0COOEHHO Ha IPaBOE MpeJCEepaUe, MOJHOM WM YaCTUYHOM OsioKaje mpaBoil
HOXKHU ITyyka [ nca.

6.1.5.ACCOUMNPOBAHHBIE KITMHWYECKUE COCTOAHUA U
OCJNOXHEHUA OO0

K yacmoim xiiuHnueckum coctosiHusAM, accormupoBanHbiM ¢ OO0, OTHOCAT:

1. napaookcanvuyro  eenosuyro  omboauto  (IIBD), MaHU(DECTHPYIOIILYIO
UHCYIbTOM (KapauodMOOandecKkuii maroreHerndeckuii moarun WHN) wiam
TPaH3UTOPHBIMU HIleMudeckuMu atakamu (THA) wu, kKpaiiHe peako,
UHpaApPKTaMH BHCICPATBHBIX OpraHoB (KHINIEYHHK, MHOKap[a, Cele3¢HKa,
ceTyaTKa rjiasa);

2. MuepeHs ¢ aypoii.

K 6onee peokum accounnpoaHHbiM ¢ OOO COCTOSHUSM OTHOCSIT:
MPAH3UMOPHYIO 2100ANbHYI0 AMHE3UID,

npompombomuyeckue napyuierus (OBBIIIICHHAS CBEPTHIBAEMOCTh KPOBH);
platypnea-orthodeoxia syndrome;

0eKoMnpeccuoHHas 601e3Hy;

CUHOPOM 0OCMPYKMUBHO20 HOUHO20 ANHO).

gl

6.1.6.NMAPAOOKCAJIbHAA BEHO3HAA SMBOJINA

Ilapaookcanvhasn eenosnas Imoonusn - muzpauus mpomoa (pexce 6030yxa unu
Jcupa) u3z 6eHO3HOU cucmemol 8 j1egoe npeocepoue uepes 000 c nocneodyowiei
IMO0IUEH 8 CUCMEMHDBLIL KPY2 KPOBOOOpAUeHUA.

[Mapamokcanbuas sm6onus (I13) yepes OOO 00bIYHO TPeOyeT MPUCYTCTBHUS
«TPHUAIbI», BKIIFOYAOIICH:

- nosvluleHue 0asieHus 8 NPAasoM npeocepoul,

- UCTOYHUK 8EHO3HO20 MPOMOO3a,;

-Hanuuue Henocpeocmeenno gynkyuonupyrowezo OO.

[Ipu  HEKOTOPHIX  (UBMOJOTUYECKUX  YCIOBHSX,  COIMNPOBOXKIAIOIIUXCS
noBbimenreM nasienus B I1I1 (HaTyxuBanue, kamenb u 1ap.) OOO MOKET MHUPOKO
OTKPBIBATHCS U POMYCKATh OOJIBLINE TPOMOBI.

OnHo W3 TEepBBIX JOKYMEHTHUPOBAHHBIX YKa3aHUW Ha BO3MOXKHOCTH [19
otHocutcs k 1877 roay, xorma J. Cohnheim mpu BCKPBITHM MOJIOJOHN JKCHIIMHBI,
yMmepIiel oT uHcynbTa, oOHapyxuin OOO B coueTaHuu ¢ TPOMOO30M BEH HOT U

104



clenal MNPEeArnoIoKEHHE O MPOHUKHOBEHHM Yepe3 Hero TpoMOOB W3 BEHO3HOU
CUCTEMBI B 1iepeOpanbHbie apTepun [261]. Cam TepMHH «IapajoKcaibHas YMOOTHI»
BHepBble Obl1 wmcrmons3oBan Zahn F. B 1881 r., onmcaBmuM MNpU BCKPHITHH
Pa3BETBIICHHBIN TPOMO U3 BEH MaJloro Tasa, 3actpsasiiuii B O00.

6.1.6.1. KPUNTOMEHHbIA UHCYNbT

DTO MOCIYXUJIO OCHOBAHUEM JIJIsl PUCTATIBLHOTO PACCMOTPEHHUS TITyOOKUX BEH
HIDKHUX KOHEYHOCTSH W Majoro Ta3a Kak MEepBOMCTOYHHKOB TpomMOOB [262] wu
(GOpMUPOBAHUIO THIIOTE3bl  6EHO3HO20 MPOMOOIMOONIUIMA KAK HUCTOYHHUKA
KPUTITOTCHHBIX WHCYJIbTOB. [locnenyromue maHHBIE C WCMOJIB30BAHUEM MAarHUTHO-
pPE30HAHCHON BeHOrpaduu MOKazaau OONBIIYI0 YacTOTy TpomOo3a TimyOOKHMX BeH
MaJjIoro Ta3a y ManueHTOB C KPUIITOTCHHBIM MHCYJIBTOM 0 CPAaBHEHUIO C HHCYJIHTOM
yTOYHEHHOTO TeHe3a [ 263].

OpnHako B3aMMOCBSI3b YKa3aHHBIX (DAaKTOPOB M KPUITOTCHHOTO WHCYJIbTA
HEKOTOPBIMU aBTOPAMH MOJIBEPrajiaCh COMHEHHIO Ha OCHOBAaHWU MPEATIONOKCHHUS,
9TO TPOMOBI TITyOOKHX BEH SIBISIFOTCS JOCTATOYHO KPYITHBIMU U JIOJDKHBI TIPUBOIUTH
K 00Typamuu KpyIHBIX epeOpatbHBIX COCYI0B, TOTJA KaK TaKHe MalueHThI OOBIYHO
UMEIOT HEOOJIBIIINE HIIK YMEPEHHBIE HEBPOJIOTHYECKHE COOBITHS [ 264].

OcnapuBaeTr JaHHOE yTBEpXKIeHUe TOT (akt, yto Y3 MOHUTOPUHT HUKHEH
IIOJIOM BEHBI OIpEAEseT MPOXO0KICHHE BEHO3HBIX 3MOOJIOB IO/ 30HI0M 0oJiee ueM
y 40% manueHToB ¢ TPoMO030M IITyOOKHUX BEH C MOPA3UTEIbHON CKOPOCTHIO - 10 S0
000 sm60mmueckux yactuil B yac [20].

B psane cinyyaeB NMOTEHUUAIBHBIM HCTOYHUKOM [ID MOXKET cCilykuTh camo
OOO. TpombObl Moryt ¢opmupoBatbess aub0o BHYyTpH OOO («embolic thrombus
formation in situ»), mu6o Bo3ne OO0, coueraromerocs ¢ AMIIIT (puc. 4.2 (a-e)).
O0OpasoBanuto Tpomba «in Situ» crocodOcTByer TyHHeneBuanas dpopma OOO (puc.
4.2 (f)), mnpenmpacmnonararom@ass K 3acTO0 KpPOBOTOKa M (OPMHUPOBAHHUIO
OTIpPEACNIEHHOTO0 TPOKOAryJISHTHOTO TOTEHIMana. Bwmecte ¢ TeMm, MNpsSMBIX
JI0Ka3aTeNIbCTB ATOTO MPEATOIOKESHHUS HEJJOCTATOYHO.
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Septum sécundum

%

Puc. 4.2. —Tpomb Ha mecte (a-€) wu TyHHeneBuaHoe OOO (zaumcmsosano uz
Calvert P.A. et al., 2011) [260].
C nmno3ummii  kpuntoreHHoro uHCyiabTa OOO  paccmarpuBaeTcs  Kak

JOMUHUPYIOIIUH MyTh peanu3anuu [1D Hapsay ¢ NOPOYUMH  BO3MOYKHBIMH
sTHONMOrHYeckuMu haxropamu (tadn. 4.2) [3; 5; .

Tabmumna 4.2.

IIprunHBI NapaT0KCcAJIbLHBIX IMOO0JINI

CmpyKkmypHble aHOMAIUU U 8POIHCOCHHbIE NOPOKU CePOUa.

OTKpBITOE OBAJIBHOE OKHO

JledekT MexmpeacepIHON IEPETOPOIKA

JedekT Mexokeny109KOBOM MeperopoaKu

JIerouHbIil BEHO3HO-apTEPUATIbHBIN IIYHT

Ilpouue npuuunor:

Huchynkuus JOK

3acToiut kpoBu B JIII, cBA3aHHBIN C pencepIHON TaxuKapaueu

KanbimH03 MUTPAIBHOTO KJIallaHa

ApTepHoreHHbIe IMOOJTBI HHU3KOTO pHCKa  MO3TOBOTO MHCYJIbTa
(HecTeHO3UpYIOIIME AaTePOCKICPOTHYCCKHE OJNSIIKM B COHHBIX  apTepHsX,
aTepoMaTo3 JyTH a0pPThI)
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OOmenpuHaATas TOYKAa 3pEHUS B OTHOIICHWUH OMNPENEICHUS KPUITOTECHHOTO
WHCYJIbTa (MHCYJIbTa HEYCTAaHOBJICHHOM 3THOJIOTHH), (PaKTOPOB Fncxa €ro pPa3BUTHUSA U
MEIMKAMEHTO3HON Tepalliy B HACTOSILEE BPEMS OTCYTCTBYET -

CormacHo psia TOCIEIHUX COBPEMEHHBIX PEKOMCHIAIMA UHCYIAbHOM
HEeyCMmaHno61eHHOl IMUOI02UN TIPUHITO CUUTATh BAPUAHT OCTPOTrO HAPYIIECHUS
MO3TrOBOTO KpOBOOOpaIleHHs, Korja ewissieHvl 2 (06e) u Oonee 603MOdCHbIE
(konxypupyiowue) npuuunvl uncyasvbma ulunu nonyuenvl ompuyamenvhvie OaHHbIE
CHeYUATIbHBIX  UHCIPYMEHMANbHBIX — UCCIe008AHUNl N0  YMOYHEHUIO  dMUON02UU
UHCYTbMA UMY NPOBEOeHO NO meM UMY UHbIM NPUYUHAM HenoaHoe 00cniedo8anue
nayuenma.

YacToTa KpUNITOT€HHOTO WHCYJIbTA MMPU3HaHa KpaiHe BricoKoH - oT 20 no 40%
BceX mmeMuieckux nHCysbToB (M) [266, 267]. Takke BBICOKA 9acTOTa BBISIBIICHUS
OOO mnpH KpUIITOTEHHBIX HHCYIbTaX — 0T 24% - 33% no 66% cnyuaes [268, 269,
270], omHaKo NUPUYMHHO-CJICACTBCHHAs CBS3b OCTACTCS JO CHX IOp HE CTOJb
OYEBUIHOM.

ConocTaBUTENBHBIA aHAIN3 NATOTEHETUYECKUX MexaHn3MoB MU y manueHTos
¢ OOO 06e3 mpaBoO-IEBOTO BHYTPUCEPACYHOTO NIYHTHPOBAHUS IOKA3aj, YTO TPH
HAJIM4YUKA JIPYTUX YCTaHOBIEHHBIX (akTtopoB pucka MU mpu OOO moxer
pPa3BUBATHLCS MO-APYTrOMY YTOUHCHHOMY MEXaHU3MY C TaKOH e 4acTOTOH, Kak u 0e3
OO0 [270]. HamporuB, aKTHBHOE  HCIOJb30BAaHHWE  YPECIHUIICBOTHON
sxokapauorpapuu (UI1-OxoKI[') B aHTHOHEBPOIOrMYECKOW KJIMHUKE TMO3BOJIHIIO
oOHapyxutb OOO u apyrue aHOMajuu, acCOUUPYIOIIHMECS ¢ BO3MOXHOCThIO 13,
IIPU YK€ YCTaHOBJIEHHBIX HEKapAuOTeHHbIX nmoaTunax MM y manueHToB pa3iuuHbIX
BO3pacTHBIX Tpym [271].

Takum 00pa3oM, JoKa3aTenbCTBA HAIPaBICHBI Kak B OAHY, TaK U B JPYTYIO
cTOpoHY, HO (hakT Hepa3pbiBHOU cBsizu OOO ¢ KPUNITOTEHHBIM WHCYJIHTOM CIIETYET
PU3HATH YCTAHOBIICHHBIM.

JlanpHEWIIAM pa3BUTHEM TIPOOJIEMBl KPUIITOTCHHBIX WHCYJILTOB SBUJIACH
KOHYenyus UuleMudeckux UHCYIbMO8 C HEYCMAHOBLEHHbIM UCMOYHUKOM IMOOIUU
(ESUS — Embolic Stroke of Undetermined Source) [272]. CoraacHo »3Toi
KOHIICTIIINY, 3HAYWUTEIbHAs 4YacTh TManueHtoB ¢ WM mnpu HeycTaHOBICHHOM
UCTOYHUKE AMOOJIMM MMEIOT KapAHAIbHYIO TMATOJIOTHIO, NI KOTOPOHM XapaKTepeH
CYIIECTBEHHO MEHBIINKA PHUCK SMOOJIM3AIIMM TI0 CPAaBHCHHIO C KJIACCUYCCKUMHU
dakTopamu prcka kapauodmoonuueckoro nHcyibTa. K npumepy, B nomymisiuu OO0
oTHOocuTcA K pacnpoctpaHeHHBIM CAC, HO He sBisieTcsi (aKTOPOM BBICOKOI'O PUCKA
uHcyabTa [255, 257]. Onnako, npu [1BD kinnndeckoe 3Hauenne OO0 cymiecTBEHHO
BO3pacraer [273 , 274].

3

B COBPCMCHHBIX KHaCCI/I(l)I/IKaHI/IﬂX Ha6J'IIOI[aIOTC$[ pPacxoxxaACHUusA B OTHOIICHHWH OIIPCACIICHHUA U
BO3MOJXHBIX HNPUYHUH TAaK HA3bIBACMOI'0 HMHCYJIbTA HCYTOQHGHHOﬁ (HCYCTaHOBHeHHOﬁ) 9THOJIOT'UHU
(KpUOTOreHHOTO UHCYIIBTA).
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MHOIrOUHCIIEHHBIMA ~ UCCJIE0OBAHUSMHU YCTAaHOBJIEHO, 4YTO CBA3b MEXKIY
«KpUNTOTeHHBIMU» MHCyIbTaMH U OOO pe3Kko yBEIMYMBAETCS y JHUI MOJOAOTO
BO3pacTa, B YaCTHOCTH y manueHToB 1o 55 net [20, 263, 268, 255, 257, 269, 275].

CrnenctBueM napajoKcalbHONW IMOOJIMU MOXKET OBITh He MOAbKO UHCYAbI, HO U
nopasicenue KoHeuHocmeu u Kuuieynuxa. 3anono3puth Hammure OOO MOXKHO y
NalUEHTOB C CeJIe3¢HOUYHBIMU, TI€YCHOYHBIMHU, IMOYEYHBIMU HH(PAPKTAaMU U
uHpapkTaMu B  CE€TYATKy TJia3a TMPU OTCYTCTBHUM  JAPYTMX  HCTOYHUKOB
TpoMO0IMOOIM3Ma U (hakTOpoB pucka. OnucaHbl ciryyau SMO0JIM3aIIMU KOPOHAPHBIX
aprepuii y monoabix Jtoaeit ¢ OO0, npuBennme K pa3BUTHIO HHpApPKTa MUOKap/a C
noabemMoM cermenta ST [260].

B menom ke, cTpoeHHe AYrd aopThl M BBICOKAs] YYBCTBUTEIBHOCTh MO3ra K
UIIEMUH BEAYT K TOMY, YTO MapajoKCalibHbie AMOOJIMU dalle MaHU(PECTHUPYIOT
uHcynbToM Wi TUA.

6.1.6.2. MUFTPEHb C AYPOM

3a nocinegnue naBa gecaTuieTds cBsizb Mexay OOO M BO3HUKHOBEHHUEM
MUTPEHU C KPUNTOTCHHBIM HMHCYJIHTOM, OCOOEHHO Y JIMI] MOJIOJIOIO BO3pacTa, craja
peAMETOM OCTPOM MOJEMUKHU U JUCKYCCHH.

[Tocne HapymieHHsT MO3rOBOT'O KPOBOOOPAICHUS MUSPEHb C AYPOU ABNAemCs
8MOPbIM NO Yacmome KIUHuueckum coovimuem, accoyuuposauuvim ¢ O00. Kpome
TOTO, JIOKa3aHHBIM SBIAETCS  (DAKT accolMallii MWIPEHHM C aypoul ¢
BO3HMKHOBEHHEM MHCYJIbTA Y XKEHIIUH B Bo3pacTe 1o 55 ner (AHA/ASA, 2014), uro
OOBSCHACTCS ©IUHBIM TMAaTOTCHETUYCCKUM MEXaHU3MOM pAa3BUTHS HapYIICHUN
MO3TOBOT'0 KpOBOOOpaleHus —mexanuzmom 113.

Tpurrepubie (hakTOpbl BO3HUKHOBEHUSI MUTPEHU C aypou MpH MpaBO-JIEBOM
IIYHTUPOBAHUU  CBS3BIBAIOT C TMOTEHI[MAIBLHONW BO3MOXHOCTHIO  IOIAJIaHUs
Ba30aKTUBHBIX CYOCTaHIMNA Yepe3 MEXIPEACEPAHYI0 KOMMYHHUKAIIUIO B MO3TOBOM
KpPOBOTOK, MHHYS Majblii KpPYr KpOBOOOpAIlleHWs, TJI€ B HOPME OHHU JOJIKHBI
paspymiarbcs [ 276].

Knunnueckoe 3Hauenne B3aumMocBsizu OOO ¢ MUTPEHBIO ONpeaesaeTCs
JOTIOJIHUTEJIBHOM ~ BO3MOXXHOCTBIO  Pa3pabOTKU  MPOPUIAKTHKA HHCYJIbTA Y
naiueHToB ¢ Mmurpesbto wim O00.

VYuutbiBas CyIIECTBEHHOE BO3PACTAaHUE COBOKYMHON BEPOSTHOCTH Pa3BUTHS
WHCYJIbTa TIPYU HAJIMYUW MUTPEHEU C aypoil NMpU KypeHHH, PEKOMEHIYETCsl OTKa3 OT
KYpPEHHUsI >KEHIIMHAM, CTPAJalolIMM MUTPEHbIO C aypou, UTO MO3BOJISIET CHU3UTH
pUCK  HWHCYyJbTa. AHaAJIOrW4YHas  CUTyaluds  KacaeTcsi M  TOPMOHAJIbHBIX
KOHTPAIICITUBOB.

6.1.6.3. MIPOTPOMBOTUYECKUE HAPYLUEHUA

OTHeNnbHBIM BOTIPOCOM CTOUT dCCOYUAYUSL NOBLIULEHHOU C8epmbleaeMOCu
kposu u QOQOQO. W3BecTHO, YTO NPUOOPETEHHOE W BPOXKICHHOE COCTOSHHE
THIIEPKOAryJsiuy  (TpoMOO(WIIHS) acCONMUPOBAHO C BEHO3HBIM TPOMOO30M,
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BKJIIOYAsl HE3HAYUTENIPHOE YBEJIMYEHHE apTepUAIbHBIX LepeOpaibHbIX HH(PAPKTOB.
Bmecte ¢ TeM, OLlEHKa CTENEHU PUCKA M BBISBICHUS B3aHMMOCBSI3U TPOMOOPWINU C
BEHO3HBIM TpoMOo3MOoau3mMoM, ¢ MM u OOO B KpymHBIX HCCIEIOBAHMUIX HE
ONPENEIIIACh.

Uucno paboT, MOCBAIIEHHBIX UCCIIEIOBAHUIO cucTeMbl remocTasza npu OO0 u
OLICHKE pucka HHCydbTa npu KomOMHamuu OOO ¢ pa3auyHbIMA HapyLIEHUSMHU
reMOCTa3a TaK)Ke KpailHE OTPaHUYEHO.

[Tpu n3ydyenun accouuanuu tpoMboduinyeckux cocrossHuil 1 OO0 nmerorces
J0Ka3aTeNIbCTBA B MOJIb3Y MOTEHIIMPOBAHUS NapaJOKCAIbHON AMOOINH IIPU HATTMYUU
Hapymenuii remoctasa [°; °’°]. MexaHH3MOM BCEX WHCYJIBTOB, IO MHEHHIO
aBTOpOB, SBJSUIACh MapajokcajbHas 3MOONMs, TaK Kak Yy BCEX MAIUEHTOB C
TPpOMOODUINSAMU HWHCYJIBTY TMPEAIIECTBOBAIM CHUTYyallH, aHAJOTUYHBIE Mpooe
BanbscanbBbl.

C npyroil CTOpOHBI, IO JAAHHBIM HCCIEHOBAaHUM, H3YyYaBIIMX COYETAHUE
LEHTPAJIBHOIO BEHO3HO-APTEPUAIBHOIO IIyHTA M TPOMOOPWIMI B pa3BUTHH
UHCYNbTa (MH(pAPKTa) Y MOJIOJBIX MAIMCHTOB, PAa3JINYMiA B BBISBICHUU Pa3IMYHBIX

TpoMOoduIuii B 3aBUCUMOCTU OT Hanmuuus win otcyrctBus OOO He oOHapyKeHO
[279. 280

YuuThiBask ~ BBINICYKAa3aHHBIC  JIaHHEBIE, cB3bp  Mexay 11D "
THIEPKOATyJISIIMOHHBIMA COCTOSHUSIMHU (B 4aCTHOCTH, MyTanuu ¢akropa JlelacHa,
MyTaldd MPOTPOMOMHA M JPYrHe HACICACTBCHHBIC KOAryJIoNaTHH) B HACTOSIIEE
BpeMsi HeojaHo3HauHa. Bompoc o couetanun OOO u pas3auyHbBIX HapYIICHUM
CHUCTEMBbl TIe€MOCTa3a, a TaKXKe O IMOTCHIIMPOBAaHWW pHUCKA MPU HAIHUYHH DTUX
AHOMAJIMM J10 CHUX MOpP OCTaeTCs MPEAMETOM JUCKYCCUM M TpeOyeT AaibHEWIIero
JETAIBHOTO M3yueHus. Kpome Toro, yuuTheiBas, 4To pa3indHble TPOMOOPUIMUECKHUE
COCTOSIHUSI SIBJISIFOTCSI OJTHUM W3 BaXKHBIX (aktopoB pucka WU, manHbIii BoIpoc
TpeOyeT AaIbHEHIIIero U3yueHus, MOCKOIbKY 3TO MOKET BIMSTH HA BEIOOP CTpaTEruu
MIEPBUYHON W BTOPUIHON MPO(PMIIAKTUKYA UHCYIHTOB.

Taxum 00pa3oM, HECMOTpS Ha TO, 4YTO MaroreHetndeckas poiabr OO0 wm
MPOTPOMOOTHIECKUAX HAPYIICHUH KaK (PaKTOPOB PHCKA MEPBUYHOTO W PEIUIUBHOTO
WHCYJIBTOB CTAaHOBHUTCS BCE 0OJiee OYCBUAHOM, KOJWYECTBO JAHHBIX KIMHHUYECCKUX
WCCJICIOBAHUIA HEJOCTaTOYHO, YTO TPEISITCTBYET COCTABICHUIO OKOHYATEIbHBIX
PEKOMEHIAINI TI0 TUAarHOCTHKE WIIH JICYCHUIO JaHHOW KaTETOPUU MAIlUEHTOB.

B mocnennux pekomenganusx AHA / ASA 1o BeaeHHIO OOJBHBIX C OCTPBIM
U [®Y u no npopunaxruke U u TUA (2014) [®*] Benenue maHHON KaTeropuu
JUI] KPUMNTOTCHHOTO WHCYJIbTa HE KOMMEHTHPYETCS, a OrpaHWYEHO YacCTHBIMU
0COOEHHOCTSIMU BEJICHUS MAIMEHTOB C TPOMOO(PMIMUYECKIMHU COCTOSTHUSMH.
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6.1.6.4. PLATYPNEA-ORTHODEOXIA CUHOPOM

Bosiee peakuM COCTOsTHHEM, KOTOpoe CBs3bIBatOT ¢ HanmuueM OOO, siBisieTcs
platypnea-orthodeoxia syndrome. (Platypnea, om epeu. - 3aTpyAHEHHE IbIXaHUS PU
BCTaBaHUHM, KYITUPYIOIIEECS B TOPU3OHTAILHOM TTOJIOKEHHH).

Platypnea-orthodeoxia cunopom ceazan ¢ nocmypanvnoii  3HaAUUMOU
cUNOKceMUeil, CONPOBOHCOAIOUCICA O0bIUKOI, U 00YCl06/1eH  OCHPbIM
CHUJICEHUEM RAPUUAIbHOZ0 O0A8]IeHUsI KUCIOPOOA aApmMeEpuaibHoll Kpoeu npu
nepexooe u3 20pu3oHMaaIbHO20 NOI0NHCEHUS 8 6EPMUKAIbHOE.

Platypnea-orthodeoxia siBasiercss  OTHOCHTENBHO — PEAKUM, HO  SPKUM
KJIIMHUYECKUM cuHapoMoM. K HacTosiiiemy BpemeHu omnucano He 6osiee S50 ciyuaes
[283]. IlepBoe omucanue ObLIO caenaHo Oosee moiyBeka Hazaa Burchell H.B. ¢
coaBT. [284]. Ero BO3HHMKHOBEHHE OOYCJIOBICHO COPOCOM BEHO3HOW KPOBH uepes
IIYHT B MOJIOKEHUU CTOS. B rOPHU30HTANIBHOM MOJOKEHUH COPOC YMEHBILACTCS, YTO
COITPOBOXKIACTCS YIYUIICHUEM COCTOSIHHUS.

Jlns  xknmHAYeckoro mnposiacHus — platypnea-orthodeoxia mpomkHbI OBITH
COOJIIO/ICHBI JIBA YCJIOBHS:

- anamomuveckuil KOMIIOHCHT B BUJI€ MEXKIIPEICEPIHON KOMMYHHKALIHH;

- @yYHKyuoHanvbHas COCTABISIIONIAs, KOTOpas NPUBOJUT K JAepopMmaluu
(«anaTommyeckoMy uckaxkeHuio») MIIIl ¢ mepeHanpaBieHHeM NOTOKA IIyHTa B
BEPTHUKAIBHOM ITOJIOKEHHH.

[lepBoiii kKoMmoHeHT obecneuuBaetr JMIIII, OO0 unu penecmpuposannas
anespuzma MIIII. BTopoli KOMIIOHEHT MOTYT 00YyCIIOBIUBATb:

* J1ecouno-cepoeunvle npudunsl (IKCCYJaTUBHBIN — KOHCTPUKTUBHBIN NIEPUKAPJIUT,
sm(puzemMa, apTEPUOBEHO3HBIE  Mailb(opMaluu, [HEBMOHIKTOMHUS WU
aMHO/IapOHOBAst MHTOKCUKAIINA);

* aboomunanvHble (TUPPO3 MECUCHH);

* cocyoucmele (aHEBpHU3MA WK yIJTMHEHUE aopThi) [ 285].

6.1.6.5. JEKOMIMPECCUOHHASA BOJIE3Hb

Vi ¢ 000, paboTaroimux Ha riayouHe (Bo0s1a3bl, JaliBEPhI) WIH B YCIOBHIX
BBICOKOTOPBSI, HE UCKIIFOUACTCS PA3BUTUE OeKomMnpeccuonHoul (kecconnotl) Oone3nu ¢
KJIMHAYCCKMMH TPOSBICHUAMH B BHUJAC OTEKa JICTKUX W/WIM TPaH3UTOPHOM
rmobanbHOW amuesun [286, 287]. VkasaHHble KIMHUYCCKHE IMPOSIBICHHS
00yCIIOBJIEHbI BTOPUYHON 3MOOJME BO3yXOM MpHU LIYHTUPOBAHUU CIIpaBa HAJIEBO
gyepe3 O0O0. B nenom, B uccnenosanuu Torti S.R. (2005) y naiiBepoB Obl1 OTMEUCH
HU3KHA  aOCONIOTHBI  pPUCK  pa3BUTHUA  JIEKOMIPECCHUOHHOW  OONE3HH, HO
OTHOCHUTENbHBIM PUCK OBLI B MATH pa3 BbIlle, 4YeM y AaiiBepoB 6e3 OO0 u 3aBucen ot
pa3Mepa oBabHOTO OKHa [ 288].
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6.1.6.6. CUHOAPOM OBCTPYKTUBHOIO HOYHOIO ANMHO3

VY mamuentoB ¢ OO0 cundpom o06CMpYKmMu8H020 HOUHO20 ANHOI MOXKET
HaOMIOJAThCsl M0 TeM K€ Ipu4uHaM, 4to u y OomsHOoro c JIMIIIIL. Ilaromorus
CBS3aHA C BOBHMKHOBEHUMEM KpPOBOTOKa crpasa HaneBo uepe3 MIIII npu cHuxeHun
PACTSKUMOCTH IIPABOTO KETyA0UKa.

AHanoruyHasi (pU3MOJIOTHS YIOPHOW TUIIOKCEMHH MOXKET HaONIOAaThCs IMPHU
psAlle MPOYMX MATOJOTMYECKUX COCTOSIHHUM, COMPOBOXKIAIOIINXCS TOBBIIICHUEM
JABJICHUS B IIPaBbIX OTAENax cepaua, u couerarommxcs ¢ O0O0:

e KJIAIIAHHBIM CTEHO3 JIETOYHOMN apTEpUH;
aHoMasus DO1TelHa U ApyTrUe HapylIeHUs] TPUKYCIUIAIBHOTO KilarnaHa,
UH(DAPKT MPaBOTO KEIYyA0UKa;
XpOHHYECKHE OOJIC3HU JIETKUX (0OCTPYKTHUBHBIC WIIH PECTPUKTHUBHEIE);
nero4yHast SMOous (0CTpast WM XPOHUYECKas);
JieroYHasl TUrnepTeH3ust (MepBUYHAS U BTOPHYHAS).

6.1.6.7. TPAHSUTOPHASA NMOBAJIbHAA AMHE3UA

TpanzutropHas riio0aibHas aMHE3Us OMUCHIBACTCS KaK KIMHUYECKUNA CUHIPOM
NPEXOJIAIIEr0 pacCTpOMCTBA TMaMsATH C BHE3AlHOM yTpaTod  CIOCOOHOCTH
3allOMUHATh HOBYIO MH(OPMAIMIO U BHITIAJICHUEM W3 MaMSITH HEKOTOPBIX HEIaBHUX
coOpiTuii. Bo Bpemsi mpuctyna HaOIr0IaeTcsl IMOJHAs JE30pUCHTAIMs, KOTOpas
nutcst ot 30 — 60 munyT 110 12 4 1 Gosiee, B COUETAHUM C PETPOTPATHON aMHE3HUEH.
HeBponornueckoe oOcieoBaHUEe KaK TPaBUJIO HE BBISBISET OPraHUYECKOM
naroiorud. Hawmbosiee BepOSATHONW NPHYMHOM CUYUTAIOT TPAH3UTOPHYIO HIIEMHIO
BCJICJICTBUE aTEpOCKIepo3a, TpoMO03a, TpPOMOOIMOOINH, ACCOIMUPOBAHHYIO B TOM
gucie ¢ OOO, koTopas BBI3BIBACT JBYCTOPOHHEE HapylieHHWe (YHKIMH 3ajHe-
MEIUAJIbHOTO TajllaMyca WM Tulmnokammna. B HEKOTOphIX ciydasx HaOmromaeTcs
MOCJIE MUTPEHO3HOW ATaKH.

6.1.7.ANATHOCTUKA

Juarnoctuka OOQO HampabieHa Ha BbisiBIeHMe OOQO ¢ omnpeaeneHueM
reMOJMHAMHUYECKON 3HAYMMOCTH IIyHTa. [IpH 3TOM HMCHONB3YIOTCS KaK METOJHUKH
BH3YaJIM3aLMK CEPALA, TAK U COCYO0B TOIOBHOrO Mo3ra [*%].

* IxoKapouozpagusn

* KOHmMpacmuas mpanckpanuaivhas oonnaepozpagus (TK/) ¢
Imbono0emexyueil

* MPT cepoua

* Kamemepuzayus cepoua

OCHOBHBIM OUACHOCMUYECKUM Kpumepuem HATUYUs OmeepCmus CUumaemcs
gvisGNeHue copoca Kposu uepes He20, U Ouamemp OMEepCmusl, KOMopblil, KaK
npasuio, yCmanasiueaemcst no wupune cmpyu kposu [46]
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Benuuuna copoca kposeu uepes OOO sBusgercs Haumboyiee BaKHBIM
nokasaresieM. /lannyio eenuuuny onpeoensiom, uzmepss O0O0beMHblU J1e20UHbll
kposomox (Qp) u obwemuwviti cucmemnviii kposomox (QS). Ilo uX OTHOIICHHUIO
BBIUHUCIISICTCST BeianuuHa IyHTa. B HOpme Qp/Qs nomxuo ObITh Omm3ko k 1,0.
[Tokazanuem mJis onepaTuBHON Koppekiuu ¢pyHkuuonupyromero OO0 wnu JMIIII
sBisercss oTHomienne QP/Qs Oonee 2,0. st OKKIIOACPHOTO 3aKpbITHS jaedekTa
JTAHHBIA TIOKa3aTedb CHWKaT a0 1,5. OTMeTHM, 4TO NPH OJWHAKOBBIX pa3Mepax
OTBEPCTUSI BETUYMHA IITYHTA 3aBUCHUT OT pa3HuUllbl AaBiaeHus B nonoctsax [T u JIIT u
MOJKET 3HAYUTENIBHO KOJIEOAThCA B 3aBUCHMOCTH OT IIYOMHBI M YacCTOTHI JIbIXaHMUS,
YacTOThI CEpJICYHBIX COKpAIIEHUN W JaKe B Mpeiesiax OJIHOTO CEPECYHOTO IMKJIA.
Tak Kak HET NOpsIMON KOppeIsuu MexXay JHuHeiHbiMu pasmepamu OO0 u
BEJIMYMHOM IIyHTa, HEOOXOAMMO MpsiMOe U3MepeHue nmokasatens Qp/Qs[46].

JpyruM Ba)KHbIM MOMEHTOM SIBJISIETCS MpasunibHoe onucanue oegexma. B
HACTOSAIIEe BpeMs JOKa3aHO, YTO Ouamemp OmMEepcmus HeoOXO00UMO UMepsimb 8
08YX 83AUMHO NEPNEHOUKYIAPHBIX NPOCKYUAX — 6 HemblPeXKaAMePHOU AnuKalbHOU U
CYOKOCMANbHOU, MAK KAK OHO NO ONpedesleHuto umeen 08albHylo (opmy u 08a
PA3HbIX pasmepa.

N3MmepeHnusi, BBIMOJHEHHBIE TOJBKO B OJHOW MPOEKIMU, MOTYT MPUBECTH K
CYIIECTBEHHBIM OIIMOKaM B OIICHKE IIOMIAAN OTBepCcTHs [46].

Juacnocmuka 00O Heso3modcHa 06e3 UCNONL306AHUA  UBEHIO6020
O00NNJIEPOBCKO20 KAPMUPOBAHUA UNU IXOKOHMPACMHO20 Npenapamda, 6600UMO20
BHYMPUBEHHO, 8bINOJIHEHUA nPosoKayuonnbvix mecmos [300].

DTO CBSI3aHO C TEM, YTO JHO OBAJIBHOTO OKHA MOXET OBITh 3aKPHITO TOHKOMN
MeMOpaHOW, HE BUJHOW TpPH YIHTPA3BYKOBOM HCCJIECIOBAHWH, B TO BpeMs Kak
OTHOCHUTEJIBHO TOJICThIE Kpasi OBaJbHOW SIMKHU JIOLIMPYIOTCS Xopomio. B pesynbrare
BO3MOYKHA JIOXKHOMOJIOXHUTEIbHas quarHoctuka JIMIIIT [46].

[Tpu dpynkmuorupyromem OOO MokeT HabI0AaThCS KaK MPaBO-JIEBBIN, TaK U
JI€BO-TIpaBbli MIYHT. [Ipago-neoe wiynmuposanue BO3ZHUKAET MPU OYEHb TOHKOWU U
MOOWJIBHOUN NEepBUYHOMN Tieperopoake. OTKPBITHE NPU 3TOM MPOUCXOAUT CIIOHTAHHO
¢ (hazamu CepAEYHOTO WU JBIXaTEIHHOTO KA. B YCITOBUSX TOBBIMICHUS TaBICHUS
B IIIl mnepBuyHas meperopojka MNpoAoKaeT (PYHKIMOHUPOBATH B KauyeCTBE
«3aCIIOHKU» C BO3MOXHOCTBIO MpaBo-jieBoro copoca [290]. CremneHb OTKpBITHS,
4acToTa M O00BEM NIYHTUPOBAHUS 3aBUCUT OT MHOXXECTBAa IMPUYHUH, BKIIOYas
IPaJMeHT JaBIEHUS MEXIy [MpeAcepausiMU, pacTsHKuMocTh camoro [T,
AHATOMHMYECKUX OTKJIOHCHHH (paclIMpeHHe KOPHS aOpThI, MOIBEM IPABOTO KyIOJa
nuadparmel) ¥, B HAaHOOJIbIICH CTEIIEHH, OT CBOMCTB TKAHHU MEPBUYHON MEPETOPOIKH.

Jleso-npasoe wiyHmupogsanue BO3HUKAET B ciy4ae CJIabOCTH BTOPUYHOM
Ieperopoaky i nosbiieHnu AasiieHus B JIII. IlepBuynas neperoposika mpu 3ToM
MO>KET BBIJIBUTAThCS Jajiee BIIPaBO, YTO CO3JAET YCJIOBUS JJisi IIIYHTUPOBAHUS ClIeBa
HaIpaBo, MPEJCTaBIIsASI COO0M CBOCOOPa3HbIN SKBUBAJICHT MPOJIAICa U PErypruTalui.
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Bbl60p MeToda yanpa3ByKOBOﬁ ANarHOCTuKun

JUig  Buzyanmuzauum  OOO Moryr ObITh  HCIOJIB30BAaHBl  CIEAYIOLIUE
IXOKapauoTrpaduIecKre METOTUKH

*  mpancmopakainvnan xoxkapouozpagusa (TT-Ixo-KI)
o 2D-upecnumgesoonasn sxoxapouozpagus (4I1-IxoKT).
» 3D-upecnuuiesoonan 3xoxkapouozpagus
*  HumpakapouanvHnas 3xokapouozpagus c npogeoeHuem:.
- npoowvl Banbcanbawl
- KOHMPACMUPOBAHUSL NPABLIX OMOEN08 Cepoyd

Boinonnenne crangaptHod  77-OxoKI' BO MHOTMX ciydasx ObIBaer
JOCTAaTOYHO JUIsl MEPBUYHOM AWarHocTuku (pyHkuuonupyromero OOO. Bmecte c
T€M, YyBCTBUTEIBHOCTh M CHEUU(PUUHOCTh NTAHHOW METOJMKH HEIOCTATOYHBI IS
npoBefeHus  auddepeHINaTBEHOTO nuaroza OOO wu JIMIIII, oueHku
remoarHaMuuecko 3HaunuMoctd OOO, B TOM 4MCIIe Y TALUEHTOB U3 2PYNN PUCKA
paseumusi NapaodoKCalbHbIX IMOONU U KpUunmoceHuvlx uncyaibmos. K kareropuum
HOCTIEAHUX OTHOCST. TEXHMUYECKUX 0al8epo8, NOPYrHCaroujuxcsi Ha 2nyouny 6onee
vem 30 mempos, u  1€MUUKOE CcaAMONEMOB-Ucmpebumenet, UCNbIMbIBAIOWUX
nepezpy3ku 6 Heckoabko ammocghep. JlJis OCTaiabHBIX TPYNI TMalUEHTOB JAaHHOTO
oOcneoBaHUsl MOXET OBITh JOCTaTOYHO B Cllydae OTCYTCTBUSI MPU3HAKOB
¢ynkuunonupyromero OO0 npu TT-DxoKT'.

6.1.7.1. TPAHCTOPAKAJIbHAA 3XOKAPOUOIPA®UA CEPOLIA

IIpu npoBeneHUU UCCIIEIOBaHUS UCIHOJIB3YIOTCS NAPACMEPHANbHAS NO3UYUS
nO  KOpOMKOU  OCU, ANUKAIbHASL — 4emblpEXKAMepHas., cyoKocmanvHast
yemvipéxkamepnas  (pponmanvuas), cyOKocmanbHasi ~NO  KOPOMKOU — OCU
(cacummanvnas). Jna nayumerr Busyamusanuu MIIIT BO3MOXKHO HCIOJB30BaHUE
OONOHUMENbHBIX  MOOUDUYUPOBAHHBIX NO3UYUli. JIMarHOCTHYECKYI0 3HAYMMOCTb
MCCIICIOBAHMSI YBEIIMYMBACT BBINIOJIHEHUE MaHedpa Banvcanvewl (gvinonnenue 600xa
U HAMyd’CcU8aHusi nayueHma no KOoMawoe 8paua), 4To mo3BoisieT BbIABUTE OO0
MaJIbIX Pa3MEPOB.

6.1.7.2. 2D-YPECNMUWLEBOAOHAA 3XOKAPOUOIPADUA

UIIl-OxoKI' sBnsiercs Oosiee  MHGOPMATHBHBIM  3XOKapAHOTpaPUUIeCcKuM
metonoMm mist auarHoctuku OO0 (puc. 4.3). OtHocuTenbHas TOYHOCTH camoi YII-
Ox0KI" B o6Hapyxkenuu OOO yTouHEHA B CHCTEMaTHYECKOM 0030pe 0a3bl JaHHBIX
Medline (2014 r.) YUysctButensHOCTh U cnenuduanocTs YIT-OxoKI™ mi1st BeIsIBICHUS
OOO cocraBmmm cootBercTBeHHO 89,2% wu  91,4% [291]. UYII-OxoKI
paccMaTpuBaeTCsl Kak Mpoleaypa BHU3yalmu3allid W BbIOOpa / TPEONOYTeHUs Yy
B3POCIIBIX NAIIUEHTOB C 10003PEHUEM HA NAPAOOKCATbHYI0 IMOONUIO.

113



nepsuyYHas / A B
neperopogka

Puc. 4.3. - UpecnumeBoanas 2D-sxokapauorpadus: (A) - HeGOMbIIOE OBATBHOE
OKHO CO CITOHTAHHBIM HIyHTHpOBaHHeM (cOpocoM) W3 JIeBOro mpeacepaus B mpasoe. (B) —
cxema 0OoJsiee MOJAPOOHO MOKA3bIBACT MEPBUYHYIO MMEPETOPOIKY, OBAIBHYIO SIMKY M OTKPBITOE
oBasbHOE OKHO (3aumcmeosano uz Pinto F.J., 2005) [286].

Memoouxa npoeedenus UII-OxoKI'. JIns ontumanbHoi Buzyanusanuu OO0
JaTYMK pa3MEIIAloT B CpPEJHEH YacTh NUUIEBOJA B CTAaHAAPTHBIX MMO3HMLMIX IO
KOPOTKOHM OCH WM YeThIpEXKaMEpHOW MO3WIMHU, U UCHOIB3YIOT mar yriaa B 15° 1o
MOMEHTa JIOCTH)KEHHMSI NpU BU3yaJdU3alMM 30HbI MHTepeca. [Ipu ucnoiap3oBaHUM
pexuma I[JIK mkama ckopocTd JoDKHA cooTBeTcTBOBaTh 25-40 cm/c s
ynanuBaHus notokoB uepe3 MIIII npu manom OOO unu dpenecrpauumsax MIIII.

[IpumeHeHue umnyIbCHO-601HO6020 W, WHOTIA, NOCMOAHHO20 OOnNIepa
HEO0OXOMMO ISl U3MEPEHUS:
* CKOPOCTH INyHTHPOBaHUS (YacTO UCHONB3YIOT TPAHCCENTATbHBIN
IpaUeHT);
* YTOYHCHHMs HampaBiieHus cOpoca (OCOOECHHO MNPH CMEIIAHHBIX JICBO-
HPaBBIX U MPABO-JIEBBIX COpOCax);
* JUIMTENBHOCTH cOpoca uepe3 KOMMYHHKAIIHIO.
st BBISIBIICHUS TPYTUX MEXIIPEICEePIHBIX KOMMYHUKAITUH,
ACCOLIMUPOBAHHBIX COCTOSHUM M B3aMMOOTHOIIEHUM cocelHuX CcTpykryp ¢ OOO
wm JMIII, npu 2D-upecnuieBonHON 3XOoKapauorpapuu MPUMEHSIOT IPYTyIO
rIIyOUHY U MTO3UIIUH IJIsl CKAaHUPOBAHUS.
s ynywwenua eusyanuzayuu OOQO nwobvix pazmepos 2D-YII-DOxo-KI'
00/1ICHA  ObIMb  OONOJIHEHA KOHMPACMUPOBAHUEM NPABbIX O0mMOeN08 cepoyd ¢
gvinoiHeHuem npoowvl Banvcanbebi.

6.1.7.3. KOHTPACTHAA 3XOKAPONOIPA®UA (K-3XOKT)

Metoguka K-OxoKI' ocnoBana Ha ¢ukcamun npu Hammuuun OO0
«TIO3UTUBHOTO KOHTpactupoBaHus» B JIII mpum mnpoBeneHMM KOHTPaCTUPOBAHUS
IIPaBbIX KaMep cepAua C OJHOBPEMEHHBIM BBINOJHEHHMEM MaHEBpa Banbcanbsel. B
YaCTHOCTH, TOSIBIISIIOTCS XapaKTEPHbIC JONIUIEpOrpapuuecKue CUrHabI (IaTTePHbI),
NoJIy4aeMble OT 3XOKOHTPACTHBIX YACTHI] BCJIEACTBHE MX mpsiMoro copoca u3 1111 B
JIIT uepe3 MIIII.
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Memoouka koumpacmuposanus. JI7as KOHTPACTHPOBAHUS NPABBIX OTAEIOB
cepAia HanboJIee YacTo UCTIONB3YIOT B30oNTaHHBIN coneBoid pactBop (0,9% pactBop
Hatpus xyopuma) [292] (puc. 4.4.) Hexkotopsie wuccnenoBarenun BMECTO
(U3HOTOTUYECKOTO pPACTBOpa HCIHOJNB3YIOT Takxke moctynHyro 0,3% mnepekuch
BOJIOpOJIA. 32 pyOEKOM CYIIECTBYIOT CIECIMATbHBIC KOHTPACTHBIC BEIIECTBA MIEPBOTO
M BTOPOrO TOKOJICHWH (B T.4. TOJMKEIATUHOBBIE KOHTPACTHPYIOLIUE AarcHThI),
UCTIONIb3yeMbIC JUIsi KOHTPACTUPOBAHUS NpaBbIX OTHenoB cepaua (B PecnyOnmke
Benapych He 3aperucTpupoBaHbi).

[Ipu npoBeaenuun uccnenoBanus cmewusarom 8 ma 0,9% guzuonrocuueckozo
pacmeopa ¢ npubauzumenvrHo 1 mn eenoznou kpoeu nayuenma u 1 mn 6o3oyxa,
KOmopble 3amem nepemewaom HeckoIvbko pa3 uepe3 o0ea wnpuya no 10 mx,
COCOUHEHHBIX NOCPeOCmB8OM MPEX-X0008020 3anopHo20 Kpau. B  pesynbprate
MOJIy4ar0T MEJIKOAHMCIEPCHYI0O CMECh, KOTOPYIO 3aT€éM BBOAST 4Yepe3 KaHIONI0 HE
meHee 20-ro kanuOpa, 4TOOBI MOMYYUTh AOCTATOYHBIA YJapHBIA 00BEM BBOJUMOIO
KOHTpacTa. BBeleHWe wdaiie NPOBOAAT Yepe3 MpaByI JIOKTeBYI0 BeHy [293].
Hekortopsle mccnenoBaTenn OTMEYAIOT IMOBBHINICHUE YYBCTBUTEIBHOCTH BBISBIICHUS
OOO mnpu wucnonab3oBaHUM (emMopanbHOTO, a HE KyOWTATIBbHOTO JOCTymHa IS
KOHTPaCTUPOBAaHMsI, B OCOOCHHOCTH, TNpPH HAIMYMU YJJIMHEHHOTO €BCTaxHWeBa
KJlanaHa, Hampasisitoniero motok kposu k MIIIT [258]. Cpazy nocne esedenus
KOHMPACMHOU  cMecU NAYyueHmoMm GulnojaHsemcs Mmanedp Banvcanvevl. IT0
00s13aTeNTbHBI KOMITIOHCHT HCCIICIOBAHUS, BEAYIIHA K PE3KOMY KPaTKOBPEMEHHOMY
nosbieHnto aapneHus B [1I1 u 3a6pocy my3bippkoB koHTpacTa B JIII, 9To BaxkHO 115
(YHKIIMOHUPOBAHUS KaK IJIOXO BH3YaTU3UPYEMbIX MallbIX, TaK U 3HAYUMBIX JICBO-
MPaBBIX IIYHTUPYIOMIMX COPOCOB .

Puc. 4.4. - OGopynoBanue s
npoBeaeHus K-DxoKI: nBa
HITPHIA, TepUPEpUIecKuil KaTeTep
TPEX-XOA0BBII 3alIOPHBINA KpaH.

Cy1iecTByeT METOH NnpoSOHSUPOBAHHOU UHPY3uoHHOU KoHmpacmuou IxoKT,
npeanonarapmmii  kamnensHoe BBeaenue 0,3% pacTBopa NEpPeKUMCH BOJOPOA.
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BBogumblii  pacTBOp mepekucu BOJOpoja 00pasyeT BHYTPU BEH Iy3BIPBKU
KHCIIOpoJa. MUKpONy3bIpbKH KHUCIOPOJA SBIISIOTCS OTHOCHUTENIBHO «0€30MacHOM
MOJIENIbI0» TFa30BbIX MUKPO3MOOJIOB.

Nuornga HEoOXOAMMO TMPOBEICHHUE HECKOJBKHX OOJIOCHBIX  BBEACHUU
KOHTpacTa: B MOKOE€, B Hayaje U KOHLle MaHEBpa BanbcanbBbl, a Takke OUIIIIAHOBOE
CKaHUPOBAHUE JJIS MOMCKA MEJIKUX ITYHTUPYIOUIUX COPOCOB.

Ouenka pe3y1omamog ucciedo6anus.

o Ilpu noaenenuu ny3vipvkoé cnycmsa 3-6 cepoeuHbIX COKpaAuwjeHuil 8 30He
JIE2OUHBIX  6EH  MOJICEem  CEUOEmenbCmeosams 00  apmepuo-6eHO3HOu
Manvhopmayuu — apmepuo-6eHO3HOM NYJI1bMOHATbHOM ULYHME

o Ilpu omcymcmeuu pynukuyuonupyouwezo 00O ny3vippbKu Konmpacma He
O0ICHBL NOABNAMBCA 6 Imom nepuod ¢ JIII, mak Kaxk ny3vipbKu makxozo
pasmepa He 6 COCMOAHUU NPEOO0Iemb 1€20UHYI0 KANUIAPHYIO Cemb.

JIJis TOJIyKOIMYEeCTBEHHOM OICHKM IIyHTUpYomero copoca B 2D —pexume
UCTIONIB3YETCS nodcuém ny3vipbkos 8 JIII ¢ meuenue nepsvix 3 yukios [254] :

*  npu manvix wiynmupyruwux copocax ne oonee 10 nysvipvkos;
* npu ymepennvix —om 10 0o 20 ny3vipvkos («o6naKo nyssipei»),

* npu 3nauumenvHvix — 6Goree 20  nyzvipvkos  (<UHmMEHCUGHOE
KOHmpacmuposanuey).

Puck ocnoxuennit K-OxoKI' neBenuk u He mnpessimaer 0,06% ciydaeB
NPEXOSIIe  HEBPOJOTHYECKON  MUCPYHKIMH, OOYCIOBICHHOW  BO3IYIIHON
HMOOHEH.

6.1.7.4. 3D-YPECIMULWIEBOAOHAA 3XOKAPOAUOIPADUA

3D-upecnumieBoHas  3Xokapauorpadus — SABISETCA  ONTUMAIBHOM IS
yTouHeHus: mopdosorun ka"Haima OOO, Benuuunbl cbObpoca uepes OO0 wu
pacnosioxkeHHbIX 1moonu3octT ¢ OO0 CTPyKTyp B peXUME peaJbHOTO BPEMEHH C
KOHTPACTUPOBAHMEM IMPaBbIX OTHEIOB CEpAlla U BBINOJHEHHEM MaHEBpa
BanbcanbBel.

Ha pucynke 4.5 nokazanbl COBpeMEHHBIE TIPEICTaBICHUsI 0 MOp(doIornyeckoi
knaccudukanuu OO0, nonyuyennsie B 3D-pexume.
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Puc. 4.5. - 3D-UII-Dx0KI B pexxrmMe peanbHOT0 BpEMEHH C BU3yain3aluei
mopdomnoruu kanana OO0O:
1 mun — nonnoe nepexpvimue medxncoy nepeutHoll U 8MOPUYHOL Nepe2opoOKamiL;
2 mun — yacmuunoe nepexpvimue (>4um);
3 mun — manoe nepexpvimue unu e2o omcymemeue (<3um);

Oyenxa eenuuunsvt wynmupyrouezco copoca depes OOO npu UCTOIb30BAHUU
JAHHOW METOJIMKH MPOBOJMTCS TAKXKE MNPH KOHTPACTUPOBAHHWU C BBINOJHEHHEM
MaHEBpa BanbcanbBbl M OLIGHKON KosimuecTBa my3bIpbkoB B JIII 3a 3 cepaeuHbIx

ukia [ 294]:

o cmenenv 1 — manwiii copoc (menee 9 ny3vIpbKO6, MANOUHMEHCUBHOE
xoumpacmuposanue JIII);

o cmenenv 2 — ymepennstii copoc (10-29 nyzsipvroe, konmpacmuposanue JIIT
CpeOHell UHMEHCUBHOCHU)

o cmenenv 3 — Ooavwon copoc (6onee 30 ny3vipbKo8, 8bICOKOUHMEHCUBHOE
xoumpacmuposanue JIIT)

XOTs 3Ta TEXHUKA U JIEMOHCTPUPYET XOPOIIHE PEe3yJIbTaThl B ONPEICICHUU
pa3sMepoB  MEXKIIPEJACCPAHBIX KOMMYHHUKAIIMM, THIOB W TIeMOAMHAMUYCCKUX
XapaKTepUCTHK, oaHako mpu Maibix OOO, korma cOpoc MHHMMAJIbHBIA U
nuHamudeckuid, camo 1o cebe 3D-OxoKI' 6e3 KOHTpacTHpOBaHMS MPaBBIX Kamep
CEep/Illa 4aCTO HE MOXKET €T0 PETUCTPUPOBATS.

6.1.7.5. UHTPAKAPOUAJIbHAA 3XOKAPONOIPA®UA

MeTtonuka WHTpakapaAUalbHON 3XOKapauorpaduu B KapIUOXUPYPTHUECKUX
CTallMOHApaxX MPUMEHSCTCS IS OLCHKH Mopdosoruu «u3nytpu» [295]. lannas
METOJIMKA MO3BOJIIET XOPOILIO BU3yaIU3UPOBaTh HWKHIOKW 4YacTe MIII u kpai
HIDKHEN TIOJIOW BEHBI, T.€. TPYAHOAOCTYIIHBIC Uil BU3yanuszauuu mecta npu YII-
Ox0KI', ¢ nenpro UCKII0UEeHUS TOMOJHUTEIBHBIX MEKIIPEACEPAHBIX KOMMYHUKAIIAM.

Opnako, TmTpoOBeACHHE HMHTPAKAPAHAIBHON dXokapauorpaduu Tpedyer
ONPEIEICHHOr0 O0OpYyAOBaHUS W ONbITa CIELHUAIUCTA MO BBIIOJHEHUIO JTAHHOIO
UCCIICIOBAHMSI, ¥ IIO3TOMY UCIIOJIB3YEeTCs orpaHudeHHO [36]:
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1) B citydasix ¢ HEOOBIYHON MOP(OIOrHel MEKIPEICEPAHBIX KOMMYHHKAIHIA;
2) B CBSI3U C IPOIICAYPOH 3aKPHITHS KOMMYHHKAITUU OKKITFOJICPOM:

a) IUTsl UCKITFOUeHHsT 00pa30BaHusl TPOMOOB B MOMEHT JOCTaBKH OKKJIOJEpa U,
COOTBETCTBEHHO, TPOMOOIMOOINUECKUX OCIOKHEHUH MpPH MPOBEACHUU ITOU
IPOLEAYPHI;

0) s (UHATBHOW OICHKH DPACIOJOXKEHHS OKKIIOJEpPa MO OTHOIICHUIO K
NEPBUYHOM W BTOPUYHOM TMEPEropojKaM, OIEHKM 3axBaTa OKKIIIOJIEPOM
HEPETrOPOJIKM U €ro IOJOKEHUS OTHOCUTENBHO KOpHS aopThl U IEpeaHen
CTBOPKU MUTPAJILHOTO KJIAIlaHa,

B) JIJIsl CHIDKCHUS JTy4€BOM HArpy3KH NPOLEAYPHI, a Y OEpEMEHHBIX JKECHIIUH —
1T €€ OTCYTCTBUS.

Ha pucynke 4.6 mokazaHo mpoBeIeHUE WHTPAKaApAUAIBLHON 3X0KapArnorpapuu
y nanuenTa ¢ 3akpbitueM OOO OKKII0aepOM:

Puc. 4.6. — WHrpakapauanpHas
sxokapauorpadus: LA — left atrium
(meBoe mpencepaue), LV — left ventricle
(meBprit sxemymouek), RA — right atrium
(mpaBoe  mpencepaue)  [lpumeuanue:
Cmpenxa  ykaszvleaem pacnonioiceHue
oxkmonepa (3aumcmeosaro uz Yared

K. et al., 2009) [*].

6.1.7.6. KOHTPACTHAA TPAHCKPAHUAIIbHAA
AONMMEPOIrPA®UA COCYAOB NoJIOBHOINO MO3IrA

KonTpactHast TpaHCKpaHHallbHas AomIIieporpadusi COCy 0B TOJIOBHOTO MO3Ta
(TKIC) - 6BICOKOYYBCTBUTEIbHAS HCHHBA3WBHAS METOAMKAs JUIS JUATHOCTHKHU
IIpaBO-JIEBOTO IIyHTHpoBaHUs. [lo3Bossser B M-pexuMe CKaHHUpPOBAaTh MOTOKH Ha
rryoune or 30 mo 90 MM, ¢ TOMOIIBIO KOTOPOW BBISBISIOT MHUKPOITY3BIPbKH,
JOCTUTAIOIIIKE [IepeOpaTIbHOTO KPOBOTOKA.

Kontpactnas TKJIC c¢ BbeimonHeHueM MaHEBpa BanbcanbBbl crocoOHa
JI0Ka3aTh HaJdu4Kre (PyHKIIMOHUPYIOUIETO MPABO-JIEBOTO IIYHTA, a TAKXKE ONMPEICITUTh
€ro 3Ha4YUMOCTh, T.€. MO3BOJISET BBISIBUTH JIMI[ C BBICOKMM PHUCKOM 3MOOJTU3AIMNH
COCYJZIOB MO3ra U 1epeOpabHON UIIIEMHUH
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Memoouka MPAHCKPAHUATILHOTU odonnjepocpaguu (TKN) c
KOHmpacmuposanuem u smoonodemexyueti. Meroanka oOHapy>KMBaeT TOTOBHOCTbH K
napagoKCAIbHON HSMOOIMM Yy TAIMEHTOB C KPAaHHOCTPEMHUTEIHHBIM BapHAHTOM
IIPOXOXICHUS KOHTPACTHBIX MUKPOITY3bIPEKOB M3 BEHO3HOTO pycia B OOJBIION KpyT
KPOBOOOpAIlICHHs, T.C. HANpPaBJICHHBIM B CTOPOHY COCYJIOB TOJIOBHOI'O MO3ra,
Omarozaps MpaBo-JIEBOMY IIYHTUPOBAHHUIO uYepe3 JIeBbIE OTIENBI CEpAla, aopTy U
COHHBIC apTepUu B CpPEIHHE MO3roBbie aprepuu. OTMEYCHHBIC MHKPOIY3BIPHKU
NPOSIBISIIOT ce0si Ha JIONIUIeP-CIIEKTPOrpaMMe KPOBOTOKAa B MO3TOBBIX apTEpHsIX
XapaKTePHbIMA KOPOTKUMH M BBICOKOAMIUIUTYIHBIMH CHUTHajJaMu (MaTTepHAMH) |
UMEIOT crienn(prueckne XapakTePUCTUKH, YTO TI03BOJIsIET nudPepeHupoBaTh UX OT
APYTUX MUKPOIMOOJINYECKHUX YacTHIl U apTedakToB (puc. 4.7).

V3HayaibHO MOACYET ITy3BIPHKOB MPOBOJSAT B IIOKOE, HO MaKCHMajbHOE
KOJIMYECTBO MHUKPOIY3BIPHKOB B MO3TOBBIX apTEPUSX OTMEYACTCS MPHU BHITIOTHCHUH
(GyHKIHOHATBHBIX TPOO (MaHEBp BasibcanbBbr).

JIJIss MOHUTOPUHTA UCITOJIb3YETCs TOJIOBHOM IUIEM ¢ (PUKCHUPOBAHHBIMU K HEMY
JIBYMsI YJIBTPa3BYKOBBIMHM JIaTYMKaMH C dYacToToi curHama 2 wmlm. B ciydae
MOJIOXKUTEIBPHOTO pe3ysibTara TecTa Ha HAJIWYHE IPaBO-JIEBOr0 MIYHTA TaKXKe
IPOU3BOJIUTCS TMOJICYET YHCIA CUTHAIOB C MOCIEAyIOMIeH KiaccupuKauei,
XapaKTEPU3YIOLIEH pa3MepP IIYHTA.

Puc. 47. - TKI ¢
KOHTPaCTUPOBAHUEM u
MO0 IETEKITHEH

(cBepxy-BHU3): Masoe,

YMEPEHHOE U BBIPAXXKEHHOE
[IpaBO-JIEBOE  IIIYHTUPOBaHUE
KpOBU (3auMcm606aH0 u3
Gonzalez-Alujas T. e al.,
2011) [297].

CornmacHo nmaHHBIM  AMepukaHckoi — akagemun  HeBposoruw  (2004),
qyBCcTBUTENBHOCTh KOHTpacTHOM TKJI cocraBmser 70-100%, a cnermududHOCTh —

oomee 95%, mo manueiM Arquizan C. et a. (2001) — 90,5 u 82,9% coOoTBETCTBEHHO
[2752]. Opnako, B ommmuue ot UYII-OxoKI, TKJ/] ¢ KOHTpacTHpOBaHHEM U
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AMOOJIOIETEKIIME HE MOXKET CaMOCTOATEIBLHO OINPEeACIUuTh HU MOP(OIOTUIO
KOMMYHHKAIIMU MEXy MPAaBbIMU U JIEBBIMU OT/ICJIAMU CEP/LIA, HU €€ JIOKATU3AIIHIO.

6.1.7.7. OTPAHUYHEHUA PYHKUMNOHAJIbHbIX METONOB
UCCINEOOBAHUA NPU OAUATHOCTUKE OO0

CyiiecTByeT psii OTpaHMYEHUM B JIMATHOCTUYECKUX  BO3MOKHOCTSIX

(yHKUHOHANBHBIX MeTO10B ucciaeaoBanus O0O0.

[Inoxass BU3yanu3anusi U y3KOE€ aKyCTHUECKOE OKHO Yy HEKOTOPBIX NAIMEHTOB
npu TT-OxoKT'

CI10’KHOCTH BBITIOJHEHUSI MaHEBPA BanbcallbBbl C UCIIOIB30BAHUEM CETATUBHBIX
npenaparoB Il YITHETEHHs] PBOTHOrO peduiekca WM aHecTe3ueil BO BpeMs
npoueaypsl UHIT-OxoKT

[Tpu mpoenenun UII-DXoKI' ¢ ucnonbzoBanueM gomnmuiepa 3a UIyHTUPYIOIIUI
noTok uepe3 MIIIT MoryT ObITh MPUHSTHI APYTUE MOTOKHU B MPABOM MPEACEPANN
(HampuMep, MOTOK M3 HIJKHEH IIOJIOH BEHBI, aHOMAJbHBIH IPCHAX JICTOYHOM
Benbl B [ un notok uepe3 npupocinyro k MIIIT cets Xuapwm).

CocTrosiHMs, acCCOUMUPOBAHHBIE C BBICOKUM JIaBJICHUEM B JIEBOM IPEACEPANH,
MHOTJA 3aTPYIHSIOT JUArHOCTUKY NIYHTHUPYIOIIMX COpOCOB B pe3yibTaTe
U3MEHEeHHUsl HampaBieHus cOpoca. Hampumep, u3-3a 3HAUMMOM MHTpaIbHOM
pErypruTaluy MpU TPAH3UTOPHOM JIEBO-IIPABOM ILIYHTUPOBAHUM KPOBU 4YEPE3
000 [259].

B pesynprare Toro, uto B OOO HampaBisercs KpOBOTOK (M BO3MOXKHBIC
TpOoMOOOMOOIBI) W3 HW)KHEH TOJOW BEHBI, TOrJa KaK KOHTPACTHOE
UCCIICIOBAHKE MCITONIb3YeT KyOuTalbHbIe BeHBI (0acceliH BEepXHEH IMOJION BEHBI),
OO0OO moxer ObITh ponyuieHo aaxke Ha YII-OxoKI' ¢ koHTpacTupoBaHueM, Tak
KaK KOHTPAacCT MOXET CMBIBATbCS IOTOKOM M3 HIKHEM IOJIOM BEHBI IIPU
nepcuctupyromem EBcraxuesom kinamane (Eur Heart Journal — EACVI, 2005).
Hannune apTeprno-BEeHO3HOrO MYJIBMOHAIBHOTO IIYHTa MOXET INPUBOAUTH K
HOSIBJICHUIO CIIENU(PUUECKOT0 KOHTPACTHOTO «MYCOpa» OKOJO JIETOYHBIX BEH B
JIII mpu KOHTPACTHUPOBAHHWM TMPABBIX OTHAEJIOB CEpPALA M  <JIOKHO-
MOJIOKUTENIbHBIX» pe3ynbTaToB Ha Hanuure OO0 npu ucciaegoBaHuu.

[Inoxass  BuU3yaNnM3aluMd  My3bIPpKOB IPU  KOHTPACTUPOBAHHHM  MAaJIBIX
HIYHTUPYIOIIMX COpPOCOB Ja)Xe MNpH HCIOJIb30BAHMM BTOPOM TapMOHHUKU MPHU
3aIlUCH Ha IIU(PPOBBIC HOCUTEH (YacTh JIaOpaTOpuii CTajga CHOBA UCIIOJIb30BATh
aHAJIOTOBbIE HOCUTEIM — BHJIEOKACCETHl, Kak Oo0Jjiee YyBCTBUTEJIbHBIC IS
OIPE/ICIICHUS] TAKUX COPOCOB MPH PETPOCIIEKTUBHOM IPOCMOTPE).
Orpanu4eHusiIMA JI1 MIAPOKOr0 HMCIOJIb30BAHUS MHTpakapauaibHoil Ixo-KI
ABJISIFOTCA CTOMMOCTBH KaTeTepa, CTaHAApPTHBIA PUCK BHYTPUBEHHOTO JOCTYIIA,
HEO0OXOAMMBbIE JJI MPOBEAEHUS IPOLIETYPbI OIBIT UCCIEIOBATENS U YCIOBUS.

120



6.1.7.8. MPOTOKOJ1 3XOKAPOAUOIPA®UYECKOIO
UCCINEQOOBAHUA

Pabouwnii MpoTOKOJ 3XOKapAUOTPAPUICCKOTO UCCIICIOBAHUS TPU BBISBICHUU
OOO npencrasieH B Tadd. 4.3.
Tabmaua 4.3.
Ixokapanorpaduueckue napaMeTpbl, peKoMeHayeMble /IJIsi BHECEHHUS B
MPOTOKOJ UCCJIeIOBAHUS MPH BBISABJIEHUH OTKPBITOI0 OBAJILHOT0 OKHA

Pazmep 000 ['] (om 1 00 19 mm)

menee 2 MM (Mamoe OOO0)
2 —4 mm (cpennee OOO0)

oosee 4 mm (6oabiroe O0O0)

Tun nepekpvimus nepeudHON U 6MOPUUHOU NEPE2OPOOOK

1 Tan — [OJHOE MEPEKPBHITHE MEXKAYy IEPBUYHOM W BTOPUYHOM
EPEropoAKaMu

2 THIT — YaCTHYHOE TIepeKphITHE (> 4 MM)
3 THIT — MaJIO€ MEPEKPHITHE WK er0 OTCYTCTBHE (<3MM).

Ocooennocmu kanana 000 [5]

JUTUHA
pa3mep co ctoponsl JIIT
pa3mep co ctoponsl [1I1
obmras quaa MITI

Hanpaenenue copoca

JIEBO-TIPABBIH,
IIPaBO-JIEBBII
JBYHANPABJICHHBIN (CMEIIaHHBI)

Jlonoanumenshvie wynmupyiowue copocot wepes MIIIT (JIMIIII,
accoyuuposannsvle ¢ 000)

CCTb
HECT

Pazmep copoca npu KoHmpacmuposanHuu

IPYU MaJIbIX IIYHTHPYIOMUX cOpocax He 6omee 10 my3bIpbKOB,
npu ymepeHHbIX — oT 10 mo 20 my3bIpbKoB («001aK0 my3bIpen»);
IpU  3HAYMTENBHBIX — Oomee 20 my3bIpbKOB  (KMHTEHCUBHOE

* [Ipumeuanue:. Hzmepenue cneoyem npoeooums He moavko 6 pesxicume LK, 1o u ¢ 2D uu 3D-
pedcume, m.K. U3-3a HACMPOEK YEemHO20 OONNIEPA PAMeD WUPUHBL NOMOKA MEHAEMCsl, a pasmep
00O modncem bbimb npeysenuieH.

* [Ipumeuanue:. Ouenv Onunnvill u ussurucmolil no popme kanan Q00 obszamenvro donxcen Ovimp
ompasicer 8 NPOMoKoJe 0isl 8blOOPA A0eK8AMHO20 Ol NAYUEeHMA YCMPOUCMa NpU €20 3aKPbLmuu.
Taxum obpazom, dcenamenbHo yKazams 6 3Hauumvlx cayuasx onuny kanaia OO0 u pasmep e2o co
CMOPOHBL NPABO2O U 1e8020 npedcepoull, a maxdice oouyio oauny MIITT
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KOHTPACTUPOBAHUE)

Accouyuupoeannwvie c 000 CAC u BIIC

Awnespusma / moousHast MITIT

Jononuurtenbhbie cTpykTypsl B 111 (ceth Kuapu u ynmnaénnsiii EBcraxuen
xaman) [ ]

AHomanus D0uireitHa

AHOMaJIBHBIN IPEHAX JIETOYHBIX BEH

Paccmoanue om O0O 00 nHuscneit no1oi 6erHl

B cnyyae remMonuHaMHYECKH 3HAYMMBIX COpOCOB (Yaimle 3TO OTHOCHTCS K
JMIIII nnn <<paCT$IHyTOMy>>[7] OOO nHa ¢oHE CONMYTCTBYIOIIMX HAPYUICHHUH), B
npotokone OxoKI'-uccinemoBanusi Takke HEOOXOOUMO yKaszaTh CIEAYIOIINE
COIYTCTBYIOIINE COCTOSTHUS U TTapaMeTphI:

1) TpaHCcenTaNbHBIN IPAJUESHT WM CKOPOCTh cOpoca yepe3 MIIII;

2) nmutartaiysl MpaBbIX OTIIEIOB CepALla U/ WK JISTOYHON apTepuH;

3) mapamokcanbHoe aBwkeHrne MOKII u serounas rumeprensus (¢ pacuérom
JIaBJICHUSI B JICTOYHOW apTEPUN);

4) Qp/Qs (oTHOIIEHKE JIETOYHOTO KPOBOTOKA K crcTteMHoMy >1,5:1 ¢ npusHakamu
00béMHOI meperpy3ku DK — mokazaHue K 3aKpbITHIO KOMMYHHKAITUH);

5) HEMHBAa3WBHOE OIPECICHUE JICTOYHOTO CONMPOTHBIICHHS (OTHOIICHHS THKOBOM
CKOpOCTH TpUKycHuAanbHoU peryprutanuu B M/c k VT BT ITX B cm);

6) mpu HEOOXOTUMOCTH OIEHHTh CHUCTOJIMYECKYIO U JAMACTOIMYECKYIO (YHKIIUU
DK nmm JDK.

6.1.7.9. OBLWME NONOXEHUA NO BbIBOPY METOAA
YNIbTPA3BYKOBOU OUATHOCTUKA

. Obviunas  TT-OxoKI'  ob6nadaem uyscmeumenvnocmoro 1 %, xomopas
yeeauuusaemcss 0o S50 % npu ucnonvzosanuu xkowmpacma u 0o 62,5% npu
ucnoavzoeanuu koumpacma | pescuma mrarnesoii (6mopoit) capmonuxu.

i Juaenocmuueckas mounocmv TT-OxoKI' ¢ xommpacmuposanuem npagvix
kamep npubaudxcaemcs k npocmou YI1-OxoKT'.
. YII-OxoKI' ¢ esedenuem xoumpacma sensiemcs Haubolee 4y8cmeumenbHou

memoouxou onsa eviaenenus OO0 u cuumaemcs <«<3010MbIMU  CIAHOAPMOM

6
Yxazanunvie CAC mocym nepenanpasisime nomoxu kKpoeu 6 1111 uepes OOOQ, ygenuuusas puck
napaaoKcaaIbHON 3MOOJHMH, OCIOXKHATh 3HIOBACKYJIPHOE 3aKPBITUA KOMMYHHUKAIIHH.

" O «pacmsanymom» OO0 2080psm 6 cryuae 603HUKHOBCHUS SHAYUMENbHBIX 00BEMHBIX NePespy30K
npeocepouti. B amom cnyuae pazmepvr OO0 3HauumenvHo Y8eauuu8aromcs, CoOnpPo8ONCOAsCh 1e60-
npasviM UIU Npago-iesvlM uwiyHmuposaruem kposu uepes MIIII. Bcmpeuaemcs npu msaxcénot
KIANaHHOU MUMPANbHOU HeOOCMAMOYHOCMU, MUMPATbHOM CMeHO03e, KapYuHOUOHOU Oone3nu
cepoya, necounou eunepmenzuu npu TOJIA, ungpapxme muoxapoa IDK, oocmpyxyuu BTJDK u m.o.
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ouacHocmuku ¢ wyecmseumenvHocmoio 89% u cneyuguunocmoro 91,4%

. Obviunasa TT-OxoKI' ne nooxooum 01 peuwieHusi IKCHEPMHBIX B0ONPOCO8 U
006C1e008anUsL NAYUEHMO8 U3 2PN PUCKA.

. Llenecoobpasznee OononHamb  U3HAUANLHO  OONee  UYBCMBUMENbHYIO U
cneyuguunyro 2D-UII-OxoKI e6sedenuem xoumpacma u 6ulNOJHEHUeM MAaHéBPa
Banvcanvevl, noswviwmas uyscmeumenvnocms  memoouxku oo 89%, a eé

cneyuguunocmo 0o 91,4% [38] .

. Beedenue xommpacma 6 npasyro 06eOpeHHYI0 6eHYy maKdyce Nnogvluiaem
YYBCMBUMENbHOCHb Memood N0 CPABHEHUIO C UHbeKyuel 8 Npagyio KyOumanbHyo

seny npu YI1-OxoKI ¢ konmpacmuposanuem npaswvix omoenos (Timothy D. Woods et
al., J Am Soc Echocardiogr 2006).

. Hanuuue 3D-upecnuwesoomnoii sxoxapouocpaguu 6 pedcume peaibHO20
8peMeHU ¢ KOHMPAcmuposaHuem npasvix omoenos cepoya U 8blNoJHeHUueM Manéspa
Banvcanvevr oaém npeumywecmea npu oyenke mopgonocuu OOQO, eeruyuHvl
WyHmupyowe20 copoca, HaIudus npeocepoHbiX OONOTHUMETbHbIX CIMPYKMYD U UX
monoepaguueckux gzaumoomuoueruti ¢ O0O.

. TKJ/] ¢ kowmpacmuposaHuem u 3mbOon00emeKyueti 00Ka3vleaem Haluyue
npaso-1e6020 ulyHmupyioweeo copoca (4yecmeumenbHoOCms U  CReYyupUUHOCb
oocmuzaem 95%), Ho camo no cebe ne 0aém ucciedosameno nPeoCmasieHus Hu O
MOphoNOcUU KOMMYHUKAYUU HU O e€ JIOKAIU3ayuu, 6 Mupe HNpuUMeHsemcs Kak
PYMUHHBIL  MemoO 00C1e008aHUs NAYUEHMO8, NEePEeHeCuUX UHCYIbM HEeSACHOU
9MUONI02UU U NO360JISI€M BbIAGNAMb Cpedu HUX Kanouoamos Ha npogeoenue YII-
IxKT'.

. Humparapouanvnas axokapouocpagus He umeem WUPOKO2O
PAcnpocmpanerus — 6He  KapoOuoXupypeuuyeckux CmayuoHapos, UCNOIb3Yemcs,
npeumyujecmeeHno, npu npogedenuu npoyedypuvl sakpvimus OO0 okkaodepom, npu
nocneoyroujem HabarooeHuu u 0t MOPPOI0SUYECKU CIONCHBIX CIYUAe8 NPpedCcepOHbIX
KOMMYHUKAYU.

6.1.8.ANPPEPEHUUNATIbHAA OAUATHOCTUKA

OOO HeoOxoaumo nuddepeHIUpPOBaTh € MPOUYUMHU  MEXKIPEACEPAHBIMU
KOMMYHHKAIUSIMH, TIpexkae Beero ¢ pedexrom MIIIT (JIMIIII, atrial septal defect) u
aneBpusMoit MIIII, umeromeit ¢penectpanum.

C touku 3penus knunuimcra JJMIIIT paccMarpuBaeTcs Kak IPOCTOM JIETOYHO-
CUCTEMHBI TIOpOK, KaK TMpaBUJI0O BCErja C TEeMOJUHAMUYECKHM COpPOCOM.
Kapnunansaeim Mopdosornueckum oTimuneM mexay JMIIT u OOO saBnsercs
nonsitue «aedpunura tkanu». JIMIIII, B otimmune ot OO0, SBISIETCS OTBEPCTHEM,
BO3HUKIIMM 32 cueT JeduldTa TKaHU TEPBUYHOM WU  BTOPUYHOM
neperopoaku. OnHaKo  TOHSATHE  JepuuuTa TKAHK  OCTAeTCSd  JIOCTaTOYHO
HeonpeaeneHHbM. K npuMepy, 3aTpyAHEHUS B TPAKTOBKE MOTYT BO3HUKATh IPHU
OTCYTCTBHM KJIallaHA y OTBEPCTHSI B OOJACTH OBAJBHOTO OKHA. [Ipmku3HeHHas
nuarHoctuka ¢ nomoupto TT-DxoKI' penko mo3BosisieT BU3YaIM3UPOBATH 3TOT
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KJIallaH, OCTaBIIAsl HAa YCMOTPEHHE CIEIHAIMCTa, KaKk 0003HAYUTh OOHAPYKEHHOE
OTBEpCTHE.

C nmpyroii CTOpOHBI, TOMOJHHUTEIbHBIE TPYJHOCTH CO3[AeT CHUTyalus, Kormua
BBISIBIISIIOT M30BITOK TKAaHW B 00JIACTH OBAJBHOW SIMKH, KOTOPBIM HHTEPIPETHPYIOT
kak aHeBpusmy MIIII. B OonblMHCTBE ClyyaeB OHAa MMEET OJHO WIIM HECKOJBKO
HEOOJIBIITUX OTBEPCTHM, Yepe3 KOTOPBIC MPOUCXOIUT IIyHTUPOBAHHE KPOBU. Takum
o0pa3oM, aaxke M30bITOK TKaHU He mpenoTBpamaer GyHkuronupoanus MIIII, B To
BpeMsi KaK €ro JIOKaJdu3alus MOXKET He COOTBETCTBOBATh IPUHIIUINAM
SMOPHOHAIILHOTO Pa3BUTHs OBaJIbHOIO OKHa [38].

[Mpunnunuansaeie pazaudus OO0 u JIMIIII 2 Tuna 06001ieHs! B Tadaute 4.4.

Tabanma 4.4.
Kpurepuu nuddepenunanbnoit nuarnoctukn OO0 u IMIIII
000 JAMIIII
9x0-KC npusnaku | Hanmuuue yetkoro Hanoxenus: | Jepuuur tkanu
IIEPBUYHON U BTOPHUYHOMN MIEPETOPOJIKA — KMUHYC-
IIEPETOPOJIOK C TKaHb»"
dbopMupoBaHUEM KaHaIa
MEXIPEACEPAHON
KOMMYHHKAIUU
Hpunuunuansubie | HecocTosTenbHOCTH Nwmeercst oprannuecknii
aHATOMHYeCKHUe nepsu4Hol IEPErOPOIKU ne(dEeKT — OTCYTCTBUE
pasiinyus (HeIOCTATOYHOCTD «KJIalmaHa» | OOJIBIICH MM MEHBIIEH
OBaJIbHOTO OTBEPCTHS) WK HE- | YaCTU 8MOPUUHOL
3apallleHue IpeIcepIHON MIEPErOPOIKH
3aCJIOHKHU
CoOpoc kpoBu He umeem npunyunuanvro2o 3nauenus. eHavae yawe
neso-npasoe wynmupogarnue ( ~B 95% cnyuaes ), npu
O0eKxomneHcayuy - npago-1e6oe WyHmuposauue;
2eMOOUHAMUYECKAsl 3HAYUMOCMb COPOCO8 8 HAcmosAuee
8peMsi He pacyeHUu8aemcs KaKk onpeoesiioulas.
Pa3mepsbl He umerom npunyunuaibho2o 3Haverus
Ilpumeuanue * - mopghonocuueckoe nouamue «muHyc-mrauv» npu JMIIII 2 muna

npeononazaem 4 e2o pasznosuonocmu:. 1) nonnoe omcymcmeue nepeuyHou nepecopooxu; 2)
Oeqhuyum nepeuuHol nepecopooku; 3) MHONCECMEEHHAS (heHecmpayusi NEPEUYHOL nepe2opooKU
¢ obpazosanuem mrodxcecmeennvix JJMIIIT; 4) mnoscecmeennas gpenecmpayus npu depuyume
nepeuyHoll nepe2opooku ¢ obpazosaruem muoxcecmeennvix JIMIIIT [20].

Takum 00pazom, COBpeMEHHBbIE TO3UIMH B OTHOUICHHH pa3Mmepa nedeKra
ONpeaeNsoIUMU TIpu  nipoBeAeHUN Tuddepenunansion auarnoctuku JAMIIT u
00O. BapuabensHocTb pazmepa kak OO0, tak u JIMIII umeer mmpokuii 1uamna3oH.
Cpenaue pasmepst OOO - or 4 MM 10 7 MM, HO MOTyT jgocturath u 19 mwm [298],
JIMIIIT - oT HEeCKOJbKHX MWIIUMETPOB JO0 3 cM B jauameTpe. B ciyuae
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BO3HUKHOBEHUSI 3HAYUTEIBHBIX OOBEMHBIX TMEpPEerpy30K mpeacepanii  Oosee
BEPOSATHBIM sIBJIIeTCs Hamnuue «pactssayToro OOO» (cMm. BbIIIe).

6.1.9.CTPATUDUKALIUA PUCKA NAPALOKCAIIbHON 3MBOJINN /
KPUMTONEHHOIO UHCYJIbTA U NMPOIHO3

B noctHatansHOM nepuojie BO3MOXKHBI TPU OCHOBHBIX BapuaHTa TeueHuss O0OO0:

® CIIOHTaHHOE 3aKphITHE Je(eKTa,
® COXpaHEHHE MOCTOSHHOTO pa3Mepa aedeKTa;
e yBeJIUYEHUE JIe(PEeKTa CO BpEMEHEM.

Jlo cux mop 4eTKo He ompeneneHbl (aKTOpbl, KOTOPbIE MOTYT BIMSTH Ha
pa3BHUTHE Mpollecca MO OJHOMY M3 Tpex NyTeil. Brlicka3bIBaroTCs MpeanoioKeHUs,
YTO B ATOM NPUHUMAIOT Y4acTHE Takue MPOLECCH, KaK (POPMHUPOBAHUE AHEBPU3MBI
IEPEropoJIKM, pa3pacTaHME BEPXHEH MEXIPEACEpIHON CKIaaku, (UOpO3HbIE
OTJIO’)KEHUS U (GOPMUPOBAHKUE TPOMOA HAa NEPETOPOJIKE, DIUIICOBUIHOE BHITSITUBAHNE
KpaeB OTBEPCTHS M MX cOmkeHue npu pocre cepaua. Haubosbplime maHcel Ha
3aKpBITUE UMEIOT OTBEPCTUS 10 4—5 MM B TUaMeTpe.

C apyro#t CTOpOHBI, BHE3aHbIE KOJI€OaHUS BEIMUMHBI IIYHTA MPU PUINIECKUX
Harpy3kax WIM 33J€pXKKax [JbIXaHHd MOTYT CIIOCOOCTBOBAaTh IOAJIEPHKAHUIO
IPOXOJMMOCTH OTBEPCTHUS U JaXKe €ro yBeJandeHuro. He mocnenHiow poib UrparmT B
TOM HMHAMBHUAYaJbHbIE OCOOEHHOCTH MEPErOpPOJKU — MOBBILIEHHAS PACTSKUMOCTb
WY TIOTEPS KOHTPaKTHIIbHOCTH [ 299].

[Ipmxnsnennas nquarHoctuka OOO HUrpaer O4eHb BAXKHYIO POJIb B U3yUYECHUH
npobnemsl [13. VBenuuenne untepeca k OOO kak K (akTOpy puUCKa Pa3BUTHUA
UHCYJIbTOB COIPOBOXKJAETCS PA3BUTHEM PAa3IUYHBIX METOJOB HHCTPYMEHTaIbHOU
JTUArHOCTUKH, KOTOPbIE MOTJIM Obl ¢ MAKCUMAJIbHON TOYHOCTBIO U JIOCTOBEPHOCTHIO
BBISIBJISITH J1MOO cam BapuaHT ctpoeHust MIIII, nubo roroBHoCTh K peanusanuu [19.
IIpu sTOM auarHocTHueckas IMpoueaypa I0JKHA ObITh HEMHBA3MBHOM, JIOCTABIIATH
KaK MO’XHO MEHBIINHA JUCKOM(OPT MALMEHTY U HE BbI3bIBATh OCJIOKHEHU.

Cesa3b OO0 ¢ nep8uyHbIMU KPUNMO2EHHBIMU UHCYIbMAMU.

PaccmoTrpenue crparudukanuu pucka smOonnyeckux ocnoxuenu mpu OO0
oOycnoBneno no3uimonupoBanueM 3Toil CAC kak abcomoTHOro (axTopa pucKa
KPUIITOTEHHOTO HHCYJIbTa. BMmecre ¢ TeM €IMHOro MHEHHS O CTElEeHH pHUCKa
uHcynbTa pu OO0 B HacTosiLiee BpeMsi HE BBIPaOOTAaHO.

Tak, B Jlozannckom peructpe uHcyinbTta OOO He Qurypupyer kak (paxrtop
pUCKa HapaBHE C MpoYeil 3MOOJOTeHHOM MAaTOJOTHEH cep/la, HO yKa3bIBaeTCS Kak
BO3MOJKHasl MpPUYMHA MPU UHCYJIbTE HEYCTAHOBJIECHHOW ATHOJOTMHU. AHAJIOTHYHBIN
noaxon ormeuaetcs B kinaccudukarnuss GENIC [300], B kotopoi Hamuume OOO,
Hapsiay C W30JUPOBAHHBIM TMOBBIMICHUEM YPOBHSI aHTHU(HOCHOIUNUIHBIX aHTUTEN,
AMIIII, TIMK, kaiablIMHO30M MHTPAJIBHOTO KOJIBIA, OJSAIIKKM Jyrd aopThl O3

125



MOOMJIBHOTO KOMIIOHEHTa, OTHOCAT K COMYTCTBYIOIIMM (aKTopamM HHCYJIbTa
Hen3BeCTHOU »THonoruu. B knmaccudukanmum HUU nespomormu PAMH [301] ne
YTOUYHSICTCSA CTpAaTH(UKAIMS PUCKA JTHOO00W KapaudIMOOINYECKONW MATOJOTHH, B TOM
yucie u O0O0.

B Hacrosmiee BpeMsi B pa3IUYHBIX MCCIICIOBAHUAX, a TAK)KE B KIMHUYCCKON
NpaKkTHKe, HauOoJIbIliee pacnpocTpaHeHue nmonydwia kiaccupukamus TOAST [302].
B 1993r. OOO, Hapsny ¢ AMIIII, TIMK, kaablMHO30M MUTPaJIHHOTO KOJbLA WU
MHUTpaJIbHBIM cTeHO30M 0e3 DII u mp., Obul OTHeceH K dakTopaMm (KpUTECPHUSIM)
cpeaHero pucka kapauosmoOonuueckoro noaruna MU, B 2014 r. crpatuduxanus
pucka npu OO0, AMIIIT/JIMIIII 6s11a nepecmotpena [265, 303]. Takum oOpasom, B
HACTOSIIIIEE BpEMS:

e 000 paccmampueaiom 6 pyopuxke KapouaibHbvlX RpUYUH Kpunmozennvix HHU,
KaK eapuamm ¢ HU3KOU UlU cO cpeOHell (npu onpeoeneHHbIX YCa108UsiX)
CHeneHbI0 PUCKA KAPOUOIMOONUU 20106HO20 M0O324,;

o C nosuyuini c2emepocennocmu HH, OO0 aexcum 6 ocHoge €20
Kapouoimooiuueckozo namozeHemuuecKkozo noOmuna;

B Ttabmumax 4.5. u 4.6. mpeacTaBiieHbl OCHOBHBIE (PaKTOPHI pHCKa,
MOBBIIIAIOIINE BEPOSTHOCTh BO3HUMKHOBeHHMH TmepBuuHoro MW mpu OOO mo
MEXaHU3MY MapOKCU3MaJIbHOU TPOMO03IMOOIUHN o KJIIMHUYECKUM,
AHAMHECTUYECKUM U DXOKApIUOTpadhUIeCKUM KPUTEPUSIM.

Tabmumna 4.5.
OcHoBHBIE (hakTOPBI pHCKa TPOMO0IMOOIHYECKUX OCI0KkHeHuil npu OO0

e MoJ10J10# Bo3pacT (< 55 ner);

e CceMelHbIM aHaMHEe3 KPUNTOreHHBIX HHCYJIBTOB Y naiueHToB ¢ 000,

e comyrcTByrOImMi (GaedoTpoM003 TIyOOKMX BEH HIKHUX KOHEYHOCTEH U
MaJioro Tasa,

® DPA3JINYHBIC MHBA3MBHBIC MCIUIIMHCKUC MAHUITY IS,

OTnenpHy!0 KaTEropuro JIMI[, MOJBEPKEHHBIX PHUCKY KPHUITOT€HHOTO
WHCYJIBTa, MOTYT COCTABJISATH:
®  DICCHWUHbL MOJ00020 B803PACMA C HAIUYUEM MUSPEHO3HOU 20108HOU 00U
(ocobenno ecnu muepenv conposodxcoaemces aypotl);
® nayueHmvl ¢ pazIudHbIMU MPOMOOPUIUYECKUMU COCTMOAHUAMU,

DOxokapauorpapuyeckue MPEAUKTOPBI KPUIITOTEHHOTO WHCYJIbTA,
accoruupoBanHoro ¢ OOO mnpescraBiieHbl B TA0I.
Taoauna 4.6.

3x01¢ap11n0rpa(]mqec1me NMPEANKTOPLI KPHMIITOI€HHOI'O HHCYJIbTA,
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cBs3anHoro ¢ 000 (no dannwm D.E. Thaler, J.L. Saver. ¢ coasm., 2008) [**]

e Hampsbkenue npu MaHeBpe BanbcanbBel (B KayecTBE  BEPOSITHOTO
TPUTTEPHOTO (PaKTOpa B aHAMHE3E)

e Bonbmoit pazmep oBajabHOro okHa (> 4,0 Mm)

e EBcTaxueB KiamnaH.

e CIOHTaHHBIN IIYHT CIIpaBa HaJIEBO

e [l0NM0XUTENBHBIM TECT € KOHTPACTUPOBAHHEM COJIEBBIMU DPACTBOpPAMHU U
BBICOKAsl CTENIEHb KOHTPACTUPOBAHUS

e Amnaromuyeckas tonorpadus OOO, npeanonararomnias K SMO0IU3aIUU

Ilpumeuanue. MakcuMalibHasi cemapanus MEXIy TMEpBUYHOM W BTOPUYHOM
MeperopojKkaMi MpHU MPOBOKATUBHBIX MaHeBpax (MaHeBp BanbcaabBbl WM Kalllelb),
n3MepeHHass npu aByxmepHod UYIIDxoKI', koppenupyer ¢ pUCKOM pa3BUTHSI HUHCYJIBTA,
JIOCTHTAsi MAKCHMYMa TIpH guaMetpe Goree 4 mm [*°7].

6.1.10. CBA3b OO0 C BTOPUYHbIMU KPUNTOIMEHHBLIMU
UHCYJIbTAMU

OtnenbHOMY aHamu3y MNOABEPrHyT Bompoc o cBia3u OOO ¢ mOBTOPHBIMHU
KPUITOICHHBIMU MHCYJbTaMu. MeTta-ananu3 Messe S.R. ¢ coaBropamu (2002) [306],
a taxke uccnenoBanue Arauz A. et al. [307] He mokazanu CBSI3U pHCKa pelUInBa
KPUIITOTEHHBIX 1epeOpoBacKyIsIpHBIX coObITUH y manueHToB ¢ OOO Ha ¢Qone
aHTUTpOMOOIMTapHOM Tepanuu. M3 yeTbipex, 0OTOOpaHHBIX MO CTPOTHM KPUTEPHUSIM,
MCCIICIOBAHMI JaHHOIO MeTaaHalin3a, ToJbko B ogHoMm (European PFO-ASA) Obuia
IPOJIEMOHCTPUPOBAHA BEPOATHOCTH TMOBBIIIEHHOTO PHUCKA Pa3BUTHSI MOBTOPHOIO
uHcynbTa npu accoruupoBanHom OO0 Ha 2,3%, a npu couetanuu AMIIIT u OO0 —
Ha 152% [308; 59]. B mnocnemHem cucremarndeckoM o030pe 2014 roma ¢
npoBeneHueM Mera-anaiauza (PRISMA) yctaHOBICHO, YTO MAMEHTHI C HHCYJIBTOM H
OOO =He uMmeroT 60Jee BHICOKOTO prUcKa MOBTOpHOro UHCyJabTa U1 TA B cpaBHEHHE
C ManueHTamu, rnepeHecmux uaCyIbT 6e3 OO0 [309].

Takum oo0pazom, Mmo100ble nayueHmvl ¢ KPUNHOZEHHLIM UMMEMUYECKUM
uncyaiemom c¢ u 6e3 000 wumerom HU3KYI0O UACHMOMY pPeUuoOu8o8 npu
00/120CPOUHOM HADIIOOCHUU U 8 OONbUIUHCIEE CIyYaes UMelom 01a20npUAMHbLIL
ucxoo. Ilpeouxkmopel 6vicoxo2o pucka peuyuouea cpedou nayuenmoe ¢ 000 u
KPURMO2EHHBIM UHCYTIbIOM AGIAIOMCA HEONPEOeT1eHHbIMU.

6.1.11. JIEYEHUE

Bpaue6nas taktuka npu OOO omnpezaensercss BEIUYMHOM U KIMHHUYECKUM
3HAUYEHHWEM IIyHTA, CTENEHbIO TIOBBIICHUSA [ABJIEHUS B JIETOYHOM apTrepuu,
YBEJIMUYEHUEM TMPaBbIX OTAEJIOB CepAlla, a TakkKe pPUCKAMH 3MOOIMYECKUX
OCJIO)KHEHHH, Mpexe BCero nepedpaibHbiX. B HacTosmee BpemMsi METO/bI JIe€UeHHUs,
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HampaBJIeHHbIE Ha YycTpaHeHue aHaTommueckoro nedexra OOO, moryt OBITH
pa3zesieHbl Ha XUPYPrudyeckre M Hexupypruueckue. MeaukamMeHTO3Has Tepamnusi
MoApa3yMeBaeT, MPexae BCEro, HAa3HAUYCHHUE JE€3arperaHToOB U aHTUKOArYJISIHTOB, a
TaKKe€ CUMIITOMATUYECKYIO TEPANUIO MIPU PA3BUTUHU CEPACUYHON HEJOCTATOUHOCTH.

[Tockosibky OOJBIIMHCTBO TAIUEHTOB C H3oJupoBaHHBIM OOO He umeer
CUMIITOMATHKHU, HE CYILIECTBYET MOKa3aHUMU JIJIsl MPOPUIAKTHIECKOTO 3aKPBITUSI €T0 Y
O0eccuMNTOMHBIX JHI. K 3aKpBITHIO OTBEPCTHUS] XUPYPTHUECKUM IYTEM WIIM, Yallle,
SHJIOBACKYJISIPHBIM CITOCOOOM C TMOMOIIBIO OKKJIIOJIepa, MPUOETAIT MpH Pa3BUTUU
Neperpy3ky MpaBbIX OTHAEJIOB CEp/illa, CEPJICUHON HENOCTAaTOYHOCTH, B TOM YHUCIIE
CBA3aHHBIX C MPO(ECCHOHATBLHON JEATEIbHOCTHIO (HBIPSUIBIIUKH, IHJIOTBI U
T.1.). OOHAKO, HeCMOMpPs Ha ObICMPBLIL POCM, OMHOCUMENbHYIO J1€ZKOCHLb,
0ezonacnocms u IPphexkmuenocms mpanckamemepHvlX 3aKPLIMUIL, 6 HACM oAU ee
8pems Hem HUKAKUX 0000PEHHBIX NOKA3AHUIL 01 8bINOJIHEHUS IMOU MEMOOUKU Y
nayuenmoe ¢ 000.

6.1.11.1. TPAHCKATETEPHOE 3AKPbITUE OO0

[lepBoe coobmienne O TpaHCKaTeTpHOM 3akpbiTuu jaedexkra MIIIT  Obuto
omy6nrkoBaHo B 1974 rojy, ¢ moMoIIbiO OKKITIOIUPYIOIIETO ycTpoiicTBa - B 1992 1.

B mHacrosimee Bpemsi CyIIECTBYET MHOMXECTBO YCTPOWCTB, CIOCOOHBIX
HEHMHBA3WBHO 3aKPBITh OTBEPCTUE B 00JIACTH OBAIbHOM SIMKH (puc. 4.7).

PFO Sear Buttoned Device Angel-Wings

Puc. 4.7. - Paznuunbie npuOOpHl, HCHOJIb3YEMbIE JJISi UYPECKONKHOTO
TPAHCKATETEPHOTO 3aKPBITHSI OTKPBITOTO OBAJILHOI'O OKHA.

HewnBasuBHOE 3aKphITHE OTBEPCTHS B 00JACTH OBAJBHOW SIMKH C ITOMOIIBIO
okkimogepa («duct occlude») Mosker OBITH BBINOJIHEHO B JIFOOOH CTaHAAPTHOM
KaTeTepU3alMOHHOW JTabopaTopuu 1oj (IFOOPOCKONMUYECKUM, YPECIHUIICBOIHBIM
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WIH  UHTPAKapJAHAIbHBIM  JXOKapAMOTPAPUUYECKUM  KOHTPOJIEM U  Tpedyer
TOCTIMTAITU3AINH BCETO HA OJIWH JICHb.

OKKITIOAMPYIOIIUE YCTPOHCTBA Mpou3BOaIT MHOTHE GupMmbr: AmplatzerR PFO
occluder, AGA Medical; STARFIexR, NMT Medical; BioSTARR, NMT Medicdl;
HELEXR, Gore Medical; PremereR PFO occluder, St Jude Medical; INTRASEPT ™,
CardiaOcclutech; FigullaR PFO Occluder N, Occlutech. Oxkiroiepsl npencTaBIisitoT
coboro JBoMHBIC AMCKH ¢ mepemeiikom (puc. 4.8). OHU pa3auvaroTCs JUIMHON U
IUaMETPOM Tepelleiika, TUaMeTpoM M TOJIIIMHOM JIMCKOB, a TakKe MaTepHalioM.
Br16op OKKJIIOJIUPYIOIIETO  yCTpoiicTBa  0OYCJIOBIIEH aHATOMHYECKUMU
ocodennocTsimu OOO u okpyxaronux cTpykryp [260].

Puc. 4.8. - CxemaTtuyHoe n300pakeHne pacrpaBieHHOro ¢ obeux ctopoH ot OO0
OKKIroIepa (www.goremedical.com); MexaHn4ecKoe OKKIIIoAupyomiee ycrpoiicteo Amplatzer.

Cepbe3Hble  MEPUIIPOLICTYPHBIE  OCIOXKHEHUSI TOCJIE€ TPAHCKATETEPHOTO
3akpeiTusi OOO Bcrpeuatorcss o 0% no 4,2%. PanHue ocCioXHEHUS omepaiuu
BcTpeuarorcs B 0,5-1% ciyuaes (tadi. 4.7).

Tabmuma 4.7.
Bo3MosKHBIE 0CI0KHEHUS TAPHCKaTeTepHOro 3akpbiTuss 000

Tun ocioxkHeHust Yacrora

e Pannue
OMOonH3aIus OKKII0AEpOM Ouenb peako
Nudexmmu
Dpo3uu nepuKapa uiu aopThl Menee 1%
Hogsliil nedext mexnpencepaHoi neperopoaku L4
[Tapokcusm unu croiikas GUOPHIIAIMS peacepanii 2 10%
Tpom003 okKIItOAEpa 3 1-6%

e [lo3anue
PesunyanbHblil myHT 3%
O6pazoBanue TpoMOa Ha OKKJIIOJIEpPE 2%
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Ilpumeuanue. = — BBI3BAHHBIN CMEIIEHWEM TOHKOW MEPBUYHON MEPETOPOJKH; * — Yalle B paHHEM
.3 N
MIepHOJIe MOCIIe UMIUIAHTALINN, KyTHPYIOIIHeCs CIIOHTAHHO; ~ — BbIABIsAeMbIi pu UIT-OxoKIT"

6.1.11.2. 3AKPbITUE OOO BE3 ONEPATUBHOIO
BMELLUATEJIbCTBA

B kauecTtBe anpTepHaTUBHOTO MeToAa 3akpbiTusa OO0 pa3paboTaHa METOJIMKA
nedenust TyHHeneBugHoW Gopmer OOO ¢ MOMOIIBI0 TPOTUBOCIATUTEIHHOTO
HectepounHoro cpeacrea (HIIBC) u3 rpynmbl WHTHOUTOPOB IHKJIOOKCUTCHA3BI-2
(LIOI'-2) [254, 258] Miyis 3TOro MpOBOAST IO MEHBIIE MEpe OJUH KypC JICUCHUS,
BKJIFOYAIOIIMI BBIMOJIHEHUE NAIMEHTOM B TeueHue 2-4 Helelb HECKOJbKO pa3 B
CYTKH cTpecc-Tecta (MaHeBp BaibcanbBbl), MaKCUMAJIBHO aKTHBUPYIOIIETO
MeXIpeacepAaHblid WyHT KpoBH,. 3atem BBoAAT HIIBC u3 rpymnmbl MHrHOUTOpPOB
ruKiiookcurenaspl-2 (L{OIN-2) B MakcUManbHOM TepaneBTHUECKON /103¢ B TCUCHUE 2-
3 Henenb. Criocob obecneunBaet 3akpeiTrie OO0 6€3 onepaTUBHOIO BMENIATENbCTBRA.
[IpenBaputenbhnas aktuBanusa depes3 OOO KpoBOTOKa, BO3HMKaromias Ha ¢oHe
MIPOBOKAILIMOHHBIX GyHKIIMOHATBHBIX poo, CIIOCOOCTBYET YCUJICHUIO
MEeTa0OJIMYECKUX MPOIIECCOB DHIOKAPAUATBHON BRICTHIKH TIpocBeTa OO0, B CBSI3HU C
yeM MeTaboiuyeckas (UMTOKMHOBAas) AaKTHBHOCTh, HAa KOTOPYH JICHCTBYIOT
uaruoutoper L1OI'-2, Bo3pactaer. bmaromaps 3TOoMy JocTuraercs JOKajdbHOE
yCUJIEHHE (PUKCALMH MPOTPOMOMHOBBIX (pakTopoB B nmpocBere OO0 1 MHULHUHUPYETCS
MPOILIECC €Tr0 OOIUTEPALINH.

6.1.11.3. AHTUATPETAHTHAA U TUNOKOATIYNAHTHAA
TEPANUA

HokazanupiM  Bo  MHorux PKW  saBnsercs  ¢dakT  mpeBOCXOACTBa
AHTUKOATyJSIHTOB ~ HAaJl ~ aHTHArperaHTaMM MO  CHI)KEHUIO  BEPOSITHOCTH
AMOOJIMYECKOI0 HWHCYJIbTa NPU KAPAUOTCHHBIX HCTOYHMKAX 3MOOJIMH BBICOKOTO
pucka - ¢Gubpwusinus npencepauit, Tsoxenon nuchynknun JOK. B cBete cxoxux
MEXaHU3MOB TPOMOOAIMOOIHH TMPEJCTABIACTCA PAa3yMHOM THUIIOTE3a O TOM, YTO
nepopajibHble aHTAaroHUCThl BUTamMuHa K 1 mpsimMbie mepopalibHble aHTUKOATYJISTHTHI
cHm3saT puck mnoTopHbix OHMK Gonee »5>(pdexkTHBHO MO CpaBHEHUIO C
aHTUArperaHTaMyd y MalMeHTOB C KPUITOT€HHBIM HMHCYJIBTOM MPU  HMCTOYHUKAX
KapAu03MOO0JIMKH HU3KOTO PUCKA, K KOTOPHIM OTHOCAT B ToM uncie u OO0O. Bmecre ¢
TeM, B Hactosuiee Bpemsi HeT PKU, MOCBSIIEHHBIX BIMSHUIO AHTUKOAryJISIHTOB Ha
IPOTrHO3 AYMOOJIUYECKUX OCIOKHEHHUH Y MallMEHTOB ¢ KPUNITOT€HHBIM UHCYJILTOM MpPU
conyrctBytomemM OOO. Kpome TOro, Bce MMEIOIIMECS HCCIIEIOBAHUS MOCBSILCHBI
BOIIPOCAM TOJIBKO BTOPUYHOM MPOPUITAKTUKH.

[lo  pmaHHBIM  €IMHCTBEHHOIO  MHOTOIIEHTPOBOTO  MPOCIEKTUBHOTO
uccienopanuss WARSS (1993-2000rr.) [310, 311], y manueHTOB ¢ KPUITOTSHHBIM
WHCYJIbTOM CYIIECTBEHHBIX OTIMYUN B 3((HEKTUBHOCTH BTOPUIHOU MPOPUITAKTUKH
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datanpbHBIX W HedaTambHBIX AMOOJUYECKUX OCJIOKHEHUU i BapdapuHa u
acupuHa BBIABICHO He Obuto. OmHAKO B MOATPYNIE MAIMEHTOB, Y KOTOPBIX TIO
nanaeiM UIT-Dx0KI' 610 BeIsIBICHO OO0 [254] (45% 00CimenoBaHHBIX), YacTOTa
NEPBUYHBIX UCX00B (MoBTOpHBIN MU win cMepTh B TeueHue 2 JieT) OblIa IMOYTH B 2
paza MeHbIIE TpHU npueMe BapdapuHa, HEKEIU IPH NMPUEeMe aClIupuHa, JaKe MPU
0onee Hu3kux 3HaueHusIXx MHO no cpaBHeHHIO ¢ peKOMeHlyeMbIMU. Bwmecte ¢ Tem,
OJIHO3HAYHO NpPHU3HATh MPEBOCXOACTBO Bap(apuHa HAJl aCUPUHOM HE MO3BOJIIET
HEJOCTATOYHAs] CTAaTUCTUYECKass MOIIHOCTb KCCIIEIOBAaHUSA, a TaKKe BKIIOUYECHUE
PEUMYIIECTBEHHO MOKUIIBIX JIUII.

Paccmotpennsiii  panee wMera-ananmn3 Messe S.R. (2002) Takke He
IPOJIEMOHCTPUPOBAT MPEUMYIIECTB Je€3arperaHTHON JMOO aHTHKOATyJISTHTHOM
TEpanuy B OTHOIICHWH TEMIIOB pPa3BUTHsS IMOBTOPHOIO HHCYJIbTa |/ CMEpPTH Y
nanueHToB ¢ OO0 unmu AMIIII 1 KpUNTOreHHBIM UHCYJIBTOM B aHAMHE3E.

I[To mamHBIM  ¢panHIy3ckoro  wucciaeaoBanus European PFO-ASA,
BKUTFOUMBIIEM 581 ManueHToB, MEPEHECIINX KPUNITOTCHHBIA WHCYJBT, BEPOSTHOCTH
MMOBTOPHOTO MHCYJIbTA B TocheAyomue yethipe rona mpu OO0 cocrasuna 2,3%, npu
couetannu AMIIIT u OO0 — 15,2%, necmotpst Ha mpodunaktudyeckuii mpuem 300
mr acripuHa. Kaxupiii Bropoit (n=267/45,9%), nepeHeciiunii nepByio aTtaky, UMeI
000 [312]. [Tpu stom manuentsl ¢ OO0 ObUTH TOCTOBEPHO MOJIOXKE U UMEJIH B JIBa
pa3a  MEHbBIIE TaKWX  TPAAWIIMOHHBIX  (aKTOpoB  pucka, kak Al
TUIEPXOJIECTEPUHEMHUS WM KypeHue. OTOT PErucTp 3acTaBUll IMEPECMOTPEThH
CTpaTEeTUu MPEBEHTUBHBIX MEP, B YACTHOCTH BTOPUYHBIX MPOPUIAKTUK UHCYIIBTOB Y
JAHHOM KOTOPTHI JIMII.

Merta-aHanu3 1o oreHke nMpoQUIAKTUKH TTOBTOPHBIX WHCYJIHTOB Yy MAIMEHTOB
nocie 3akpblTust OOO OKKIIOJUPYIOLIIUM YCTPOMCTBOM  MHPOJEMOHCTPUPOBAI
IPEUMYIIECTBO AHTUKOATYJITHTOB HaJl aHTHATrPETaHTaMH.

[lepcnieKTUBHBIMU ~ SIBJISIFOTCS.  BO3MOKHOCTH KPYITHOT'O MHOTOIIEHTPOBOTO
pPaHJIOMU3UPOBAHHOTO cpaBHHTEIbHOrO wuccienoBanus (RE-SPECT-ESUS), rae
IUIAHUPYETCS  CpPaBHEHHWE TMEPOPaJbHOTO  aHTUKOAryJisHTa jJadurarpa€a ¢
AUETUWICATULHAIOBON KHUCIOTOW y O0nbHBIX MM ¢ HEeycTaHOBIEHHBIM MCTOYHUKOM
sambomum [19].

Yoeoumenvnvix npeumyuiecme AHMUKOAZYTIAHMHOU mepanuu Hao
anmuazpe2anmuoii 0na emopuunou npogunaxmuxu KH y nayuenmoe ¢ 000 ¢

Hacmosiwee epemsa He noayueno (Knacc |1b, Ypoeenv ookazamenvnocmu B)
(AHA/ASA)
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6.1.11.4. ‘-IPE?KO)KHbIVI METOA 3AKPbITUA OO0 AJIA
NEPBUYHOUN / BTOPUYHOU NMPOPUITTAKTUKUA UHCYIIBTA

5 l l T 459 |

Puc. 4.9. A - UII-Ox0-KC. Bropuunsiii JIMIIIT (osteum secundum) ¢ myHTUpoBaHHEM KPOBH
cieBa Hampaso. /lunatanus npaBbIx 0TAEN0B cepaua. Jdedexr B cpenneii e€ vactu MIIII, 14,8 mm
C HaJu4ueM HeOOJIBIIOTO yYacTKa MEeperopojiku B HKHEM cerMeHte. B pexxume 1[JIK BrisiBiieH
JIeBO-TIpaBBIi COPOC € MaKCHMAJIbHBIM TpaHCCENTalbHBIM rpagueHToM 14,9 mm pr. ct. I

pasmepamu 48*54 mm. B. - TTanuent H. Cocrosiaue nocie 3akpeitust JIMIIIT okkiarogepom (apxuB
nmanabix 432 'BKMI, 2015).

MHoOTOYNCIICHHBIE  HAOJIOJCHHMS  TOKa3ajdud  CYIIECTBEHHOE  CHHXKCHUE
MOBTOPHBIX HEBPOJIOTMYECKUX OCJIOKHEHUN Yy TAIMeHTOB C YCTAaHOBJICHHBIM
OKKJIFOJIEPOM TI0 CpaBHEHHIO C MeaukaMeHto3Hou Tepanueir 0—4,9% u 3,8-12%
cootBeTcTBeHHO (puc. 4.9.). OmHako MO JaHHBIM KIMHUYECKHUX HCCIICIOBAHMIMA
MOCJIEIHUX JIeT dYacTora peuuauBoB MW mpu TpaHCKAaTeTepHOM 3aKpHITUH U
MeIMKaMEHTO3HOM Tepanuu koiedanacs ot 0,6% mo 1,5% B rox [313, 314, 315].

Ha cerogmstmmuunii gedp omyOnukoBanbl mannbie Tpex PKWM (RESPECT,
CLOSURE, MIST], B KOTOpBIX CpaBHUBAeTCS 3PPEKTUBHOCTh TPAHCKATETEPHOTO
3akpbITHs. OOO ¢ IOMOIIBIO JIEBaliCOB M MEIMKaMEHTO3HO# Teparuu [60, 314, 264].
Bce 3 PKU Bxutouanu nmanueHToB B Bo3pacte A0 60 jet, KOTopble He UMENN HUKAKUX
JIpYyTUX 3THONATOT€HETHYECKNX OCHOBaHWi it MU, kpome kak mapaioKcaabHOU
smbomuu. Mccnenopanus RESPECT [61], MIST u ap., MOJIHOCTBIO WM YaCTHYHO
noATBepaAuIn  3PGEKTUBHOCTh ITOW MPOIEAYPHl B PA3IMUHBIX IMOArPyIIax
nanueHToB ¢ OO0, ocobenno npu coueranuu ¢ AMIIIL. Oxgnako 3aBepilieHHOE B
2010 r. uccnenopanne CLOSURE | He BBISIBUIIO JOCTOBEPHOTO PA3IUUUS MEXKITY
rpynmamu  nanueHToB ¢ OOO, KOpPpUTHpPOBAaHHBIM C TOMOIIBIO  OKKITIOJIEpa
STARFlex u MeaukaMeHTO3HOW Teparnueld, M0 TaKuM KOHEYHBIM TOYKaM Kak
urcynbT 1 TUA [60]. Crneayer ormeTuth, uto B mnpeabiayimem PKII RESPECT ne
BKJIFOYAJIMCh nanueHTsl ¢ TUA.

JIns manueHToB ¢ Mmuepenvio, accoruupoBaHHoi ¢ OOO, peTpoCHeKTUBHBIC
WCCJICIOBAHMS TIOKA3bIBAIOT CYIIECTBCHHOE YIIYUIICHHE COCTOSHUS U JaxKe
ncye3HoBeHne 3abonieBanus B 34% ciydaeB mocie TPaHCKATETEPHOTO 3aKPBITHS
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OOQO. Bwmecte ¢ TeM, MPOCIHEKTUBHBIE JIaHHbBIC, MOJAEPKUBAIOIINE ATy TAKTHKY,
HEMHOTOYHUCIICHHBI.

Hanpotus, y nanuenToB ¢ cunapomom Orthodeoxia-platypnea, OOO momxHO
OBITH 3aKPBITO BO BCEX CIy4asX. 3aKphITHE MPUBOAUT K HEMEAJICHHOMY yCTPAHEHUIO
IIYHTHUPOBAHUS CIPaBa HAJIEBO W HOPMAIU3AIMH HACKIIIEHUS KPOBH KHCIOPOIOM.

Kecconnas 6onesnv y oOaiigepog Takke MOMXKET ObITh NMPENOTBpAILEHA MPU
3akpeiTun - OOO, XOTA HUMeEIIIMecs JaHHbIE O LEJecO00pa3HOCTH  ATOTrO
BMEIIATEICTBA HEMHOTOYNCIICHHBI

CymiecTByIOUIMe HAa CETOMHANIHAN ASHb MPUHIUIIBI JOKA3aTEIbHON METUIIMHBI
no TakTuke BeaeHHs manueHToB ¢ OOO W WX HU3MEHEHHS B CpPAaBHEHHH C
pekomenaamusamu 2011r. mpuBeneHs! B Tad. 4.8.

Tabaura 4.8.
N3menenne TakTuku BeaeHuss namueHToB ¢ OO0 B 00HOBJIEHHBIX
pexkomengpamuax AHA / ASA (AmMepukaHckasi acconmamusi cepama /
AMepHUKAHCKasi acCOUMAIUsi HHCYJbTA) MO BTOPUYHON mNpodUIaAKTHKE
MO03roBoro uHcy/JbTa 1 TUA y mauueHToOB ¢ ocTpbIM HHCYJIbTOM (2014).

Pexomenoayuu 2014 200a Onucanue u3meHeHull ¢
2011 ..

[Maruentam ¢ U / TUA u conyrctByromum OO0, | Knace u3menwics ¢ llas |
HE MPUHUMAIOIINM aHTUKOATYJISTHTHYIO TEPAIHIO,
PEKOMEHIYIOTCSI aHTHATPETAHTHI

Knacc |; Yposenw ookazamenvnocmu B

[Marentam ¢ U / TUA npu acconmupoBaHHOM Hosrie pexomennanmn
00O u umeroemMcsi UICTOYHUKE BEHO3HOM
9MOOJINHY, aHTUKOATYJISTHTHI HA3HAYAIOTCS B
3aBHCHMOCTH OT TeUCHUs / XapaKTEPUCTUKH
WHCYJIbTA

Knacc |; Yposens ookazamenvnocmu A

[Ipu npoTHBOMOKAa3aHUAX K MPOBEACHUIO
AHTHKOATYJITHTHOM TEpanuu, Ioka3aHa yCTaHOBKa
¢ubTpa HUKHEH MOJI0K BEHBI

Knacc |1a; Yposenwv ooxazannocmu C

[TaruenTam ¢ kpunroreaasiMu U / TUA n Krnacc m3menwics ¢ |1b B
accouuupoBanHbiM OO0 6e3 nokazarensctB TI'B, | 111

UMEIOLLMECS JaHHBIE HE MOICPKUBAIOT
npeumyiectsa 3akpeitusi OO0 (ycTaHOBKH
OKKJIIOIUPYIOIIETr0 YCTPOHCTBA)

Knacc |11, yposens ooxkazamenvnocmu A
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[Tpu nammmuun OOO u TI'B MoxeT ObITH Hossie pexomennanmm

paccmotpeHo 3akpeiTie OO0 ¢ oMo

TPAHCKATETEPHOTO YCTPOUCTBA B 3aBUCUMOCTH OT
*9

pucka nosropsoro TI'B

Knacc | 1b, ¥Yposenw ooxazamenvnocmu C

Coxpawenua:. IN - nnemuueckuit nucynsT, TUA — TpansutopHas umemudeckas ataka; TI'B
— Tpom003 rinyboKkux BeH. [lpumeuanue. * - Cormacno ACCP (2012) y maiueHtoB C
kpuntoreHHbiM THUA [/ wuncynbroMm, nmpu Hammyuun OOO wm TI'B, B Hacrosimee Bpems
pexomenayercs ABK-tepanus (HempsiMble THIIOKOAryJIssHTBI — aHTaroHHUCTHl BuTamuHa K) B
TedeHue 3 MeCsIEeB C AaJbHEUIINM paccMoTpenueM 3akpbiTug OOO, a He Tepanus acCupUHOM
[316]. YV MooabIX MaMEeHTOB ¢ KPUNTOreHHBIM HHCYIbTOM, THUA nmn MW npu vammunn OO0
uckiodaercss (praeboTpoMO003 HMKHHMX KOHEYHOCTEH M MaJoro Tas3a, HaJIW4Yhe KOTOPBIX
SIBJIIETCS TOKa3aHUEM JJI Ha3HAu€HUs aHTUKOAryJIsHTOB. OJHAKO MpH OOJIBIINX OOLIMPHBIX
OCTPBIX HMHCYJIbTaX HAJCKHON ajJbTEpHATUBOM CIYXKHUT yCTaHOBKA (WUIbTpA HIDKHEH MOJNON
BEHBI, T.K. IOJTHOLIEHHBIE J103bl aHTUKOATYJISIHTOB HE PEKOMEHIYIOTCHS.

Taxkum obpazom, cospemennas makmuka éedenus nayuenmos ¢ 000
He umeem YHUBEPCAILHBIX NOOX0006. B cea3u ¢ uem Kaxcoozo nayuenma c
000 muy»xcno paccmampueamsv UHOUBUOYATNbHO, 6 3AGUCUMOCHU OM
KAUHUYECKUX NPOAGNEHUNl, 2eMOOUHAMUYUECKOU 3HAYUMOCHU UMEIOUe20C
uwiyHma.

6.1.12. 3AKIKOYEHUE

OOO npencrasasier coboil mpoOieMy HE TOJBKO B JHUAarHOCTUKE, HO U B
TaKTHKE BeJEHUs ManueHToB. HecmoTps Ha OypHBIA POCT MalOMHBA3UBHBIX,
TPaHCKaTETEPHBIX BMEIIATEIbCTB, ONPEAEIECHUE Kpyra JIUL, KOTOPbIM HEO0X0oauMa
MHTEPBCHIIMOHHAS KOPPEKIUs, OCTACTCSI HESICHBIM (T.€. OJHO3HAYHOTO MHEHHS O
NOKa3aHUsAM K HUM y manueHToB ¢ OO0 He BBIpaObOTaHO).

JUIs ManueHToB, y KOTOPBIX HAOMIOAANCs KPUNTOTEHHBIM HMHCYJIBT WIH
napajokcajibHass 3MO0JMs, BapHaHTbl JEUEHUsI BKIIOYAIOT MPUEM Je3arperaHToB
WIM QHTUKOATYJSHTOB U PEKOMEHIYETCSl 3aKpPBITHE C ITOMOIIBIO TPAHCKATETEPHBIX
METOJIHK.

ITockonbky mpocnextuBHble, PKW He obecreumin KaTeropuueckoro oTBera
OTHOCHUTEJIBHO TOIrO, Kakas Tepamusi O0OeCledyrBaeT JIy4Ilyl JOJTOCPOUYHYIO
npoUIaKTUKy OT [OBTOPHOTO HApyLIEHWsT MO3IOBOrO  KpoBooOpalleHus,
HEOOXOIUMBI JalIbHEHIIINE UCCIIeI0BAaHUS.

[Iponomxkaromuecs: MPOCHEKTUBHBIE HAOMIOJEHUS MAallMEeHTOB, BKIIIOYAs
RESPECT [317] u nmpyrme PKW momoryT yTo4HWTH mo3unmu 3()PEeKTHBHOCTH
TpaHCKATETEpHOro0 BMemIaTeNbcTBA U 3 (EeKTUBHOCTH OKKIroAupyrommx 000
YCTPOUCTB.

134



Obuue nonoxceHus MOHCHO CPHoOpMyauUposams ciedyrouum oopasom.
KpunroreHnplii HHCYIBT CUMUTAETCS HAnOOJIee BEPOSTHBIM, CAMBIM YacThIM U
KJIMHUYECKHU 3HaUMMBbIM ocioxHeHrem O0O0.

UYerkoit B3aummocBsizu Mexay OOO U pPUCKOM NOBTOPHBIX HapyLIEHUN
MO3TOBOTO KpPOBOOOpAIllEHUsI y MALUEHTOB, MOIYYarOlIUX MEAMKAaMEHTO3HOE
JICYEHHE, HE YCTAHOBIICHO.

[Ipy mHCYIBTAaX KPUITOIEHHOTO XapakTepa WU OTJIIMYHOW OT KIJIACCHYECKOMN
STUOJIOTUM Y MOJIOJBIX JIUIl B 00A3aTEIBHOM MOPSIIKE JOKEH MPOBOJIUTHCS
IeJICHANPaBICHHBIH CKPUHUHT HAa CTPYKTypHbIe aHoManuid cepira (AMIIII,
MeXKIpeacepanyo kKommyHukaiuto B Buge O00.

CymiecTByeT ycTOWYMBAs TEHISHIMS K BEPOSTHOW MMaTo()U3MOIOTHUECKOM
B3aUMOCBSI3M MEXAY MEPBUYHBIM KpPUNTOr€HHbIM HHCYJIbTOM u OO0O,
ocobenHo B coueranuu ¢ AMIIIIL.

BresiBienne OOQO Bieyer 3a CcO0OM HEOOXOJAUMOCTHb  JAJIbHEHIIIETO
00clieIoBaHMs ISl BBISIBICHUSI MEKIIPECEPAHBIX KOMMYHUKAIUNA, COYETAHUE
C KOTOPBIMHU CYHIECTBEHHO IMOBBIIIAET PUCK AMOOJIMUYECKUX OCIONKHEHUM, B
TOM YHCJI€ Y MOJIO/IBIX MAIUCHTOB.
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6.2. AHEBPU3MA MEXNPEOCEPOHOW NEPErOPOOKMU

C mnosumuii CAC aneBpu3ma MexnpezncepaHon meperopoaku (AMIIIT)
SIBJISIETCSL TIEPBUYHOM aHOManuen pa3Butuss MIIII ¢ BO3MOXKHBIM BOBJICYCHUEM HE
TOJIbKO 00JlacTh OBajbHOU sIMKH, HO W Bcert MIIII. Kak npoBoumpyromuii gpakrop
dopmupoBanus AMIIII paccmaTpuBaeTcsi pa3Hulla B MEXKIPEICEPAHOM JIaBlIeHUU. Y

neteit 5-6 ner AMIIII moxer dhopMHpOBaTHECS HAa MECTE€ CIOHTAHHOTO 3aKPBITUS
JIMIIIT [318, 319].

6.2.1. TEPMUHOIIOI'nNA N HO30J10IN'nA
MIIIT ¢popmupyetcs mo Mepe pa3BUTHS TUI0AA U3 3 Pa3HBIX CTPYKTYP:

1) nepBuuHOI meperopoaku (SEPtum primum), JoKaIU3yOIIeHcs B HIDKHEH
JacTH TPEICEPIsi, MPUMBIKAIOIICH K (PUOPO3HOMY KOJIBILy aTPHOBEHTPHUKYJISPHBIX
KJIaraHoB U (OPMHUPYIOIIEH KJlaraH JUisi OTBEPCTHS B 00JACTH OBaJIbHOU SIMKH;

2) BTOpUYHOM nieperopoiku (Septum secundum), pacrosararonieiicss B BepxHei
YaCTH MPEACePaus;

3) ocTaTKOB MPABOr0 pora BEHO3HOT'O CHHYyca (30HA OT BEpXHEH MOJION BEHBI
(BIIB) mo mmkueit nosoi Bensl (HIIB)).

Ctpoenue MIIII HeomHOPOAHO: B BEpPXHEM YacTU OHA MPEACTaBIICHA
IPEUMYIIECTBEHHO MHUOKapAOM, KOTOPBIH OJMXKE K Kpalw OTBEPCTUS CMEHSAETCS
¢Guoposnoit Tkauwio [320]. HmwkHui Kpait U Ki1anaH OBaJIbHOTO OKHA MPEICTABIICHBI
TOHKOW TKaHbIO C OTJECIbHBIMU BOJIOKHAMHU KapJAHMOMHOILIMTOB, CIOSIMU KOJUIareHa u
AJIACTUYECKUX BOJIOKOH. TakuM oOpa3zoM, meperopoika o0JaJaeT OmpeeIeHHOM
KOHTPAKTHWJIBHOCTBIO U BO3MOKHOCTBIO COITPOTUBIISITHCS PACTSKEHUIO.

Puc. 4.2.1. - CekIuoHHBIN cityuai
aneBpu3mbl MIIII (cTpenka) c

Anaromuuecku AMIIIT mpexacrasnsier coOoit  evipasicenHoe GvinauUuBaHue
MIIII, yawe 6 npoexkyuu 08anbHOU AMKU 8cCledcmsue uzbvimka mrxanu. Bmecrte ¢
teM, 10 /0% AMIIII uMeroT OaHO WJIM HECKOJIBKO HEOOJBIIMX OTBEPCTHH, Yepe3
KOTOpPBIE MPOUCXOJUT LIYHTHPOBAHHUE KPOBH, JIOKAIU3alUsl KOTOPBIX MOMKET HE
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COOTBETCTBOBATH MPHUHIIMIIAM 3MOPHOHAIBHOTO Pa3BUTHs OBAIbHOTO OKHa [322]
(puc. 4.2.1). B Takux cimy4asx BO3HUKAET BOIPOC. K KAKOW KAaTEroOpuu OTHOCHTH
TaKMe aHOMAJIUM, TaK Kak C IMO3MUUM aHatomuyeckoro omnpexaeneHus AMIIII
acCoLMMpPOBaHa ¢ M30BITKOM TKaHHU, a JAEPEKT — C ero HeIoCTaTKoM. BeposTHo, k
uctuHHou aHespusMe MIIII cnegyer OTHOCUTH TOJIBKO T€ Ciydau, KOTOPBIE HE
conpoBokaarTcs penectparueii (30%), a ocTabHBIC BAPUAHTHI PaCCMATPUBATh KaK
couetanue AMIIII ¢ maneimu gepexramu MIIIL. B sToli curyanuu KIMHHYECKOE
sHaueHne AMMII, kak u nipu nzonupoBanHoM jaedekte MIIII u pyHKIIMOHUPYIOIIEM
OBAJIHHOM OKHE, OyJeT OMpeAeNsiTbCcs HE TOJIbKO €€ pa3MepamMu, HO U 00bEeMOM
copoca depe3 wumeronmecs (GeHecTpaluu, a TaKkKE T'€MOJUHAMUYECKUMHU
HAPYUIEHUSIMU, KOTOPBIE ATOT COPOC OYy/IeT BHI3HIBATS.

6.2.2.PACNPOCTPAHEHHOCTb

Ceenenusa o pacnpoctpaneHHoctd AMIII] 3HauuTenbHO BappUpyIOT B
3aBUCUMOCTH OT I'PYIIIbI BBIOOPKU M METO1a 00CIe0BaHUS.
B o6meit nmomynsmuu nipu ayroricun AMIIIT Bcrpeuaercs B 1% ciydaes,

Bo3pacrtas npu ckpuHUHTOBBIX YUII- u TT-OxoKI' uccnenoBanusix 1o 4,9% u naxe
10% [ 323, 324, 325, 326].

6.2.3.KNACCUDPUKALIUA

[lepBbie knaccupuxanuu AMIII Bkimtoyanu 3 Tuma, XapakTepU30BaBILINE
MPEUMYIIICCTBCHHbIC HANpaBJICHUSI U TIYOUHY JBMKCHHS aHEBPU3MBI B TEPHUOIbI
cepaeunoro nukia [4]. B 1989r. Roudant R. et al. [327] onpeaenuiu nepBblid THIT ¢
JoKanu3auend aHeBpU3MbI TOJIBKO B 00JaCTH OBAJIbHOW SIMKH, BTOPOW — B 001acTH
OBAJILHOW SIMKHU C BOBJIeueHUEM 3aaHen yactu MIIII, tpetunit — ¢ BoBiIeUeHMEM BCEH
MIIII. IlepBbIii 1 BTOPOM THUIIBI OBUIM ACCOIMUPOBAHBI C BHIOYXaHHEM AHEBPU3MBI
toabko B III1, Tpernii — tosbko B JIII. B 1991r. Pearson A. et al. [328] onwmcanu
nonosHuTeNbHBIM THIT — 1C. B derplpex caydasx TT-OxoKIT waGmaromanu
npeumyiiectseHHoe ABwxkeHue AMIIIL B IIII, Ho ¢ 3kckypcueit B JIII B mepuon
paHHEH CHCTOJBI WM TPHU BBIMOJHEHUU MaHeBpa Bambcanbbwl. B knaccudukarmmy,

KOTOPYIO IIMPOKO MCIOJI3YIOT B HacTosiliee Bpemsi, BbiaelieHO S TunoB AMIIII
(tabm. 4. 2.1, puc 4. 2.2) [329].

Tabmuna 4.2.1
Kaaccudukanus aneBpusm Mexknpencepanoi neperopoakxu (Olivares-Reyes A.
etal., 1997)
T Ixoxkapauorpaguueckasi XapaKkTepucTHKA
aHEeBPHU3MbI

Tunm 1R
BriOyxanue AMMII oT cpenrHHON JTMHUM TIpeACepAnil B IpaBoOe
MpeJIcepINe B TCUCHUE KapAUOPECITUPATOPHOIO IIUKIIA.
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Tun 2L
Bribyxanne AMMII ot cpennHHOM JUHUH MIPEICEPANIA B JIEBOE
npeacepaue B TEUEHHE KapAUOPECITUPATOPHOTrO LIUKIIA.

Tun 3RL
MaxkcumanbHas s3kckypeust AMIIII k mpaBoMy Tipeicepinio ¢
MEHBIIIEN MOCIIETYIONIEN 3KCKYPCHUEN B JIEBOE MIPEACEPINE.

TypedlLR

MakcuMaibHasi 3KCKypCHsi aHEBpU3MbI B CTOPOHY JIEBOT'O
MpECEepIns C TOCHEAYIONIEN MEHbIIENH SKCKYPCUEN B CTOPOHY
MIPaBOro MpeJIcepaus

Tun 5

AMIIII nBwxeTcs IByHAIIPaBICHHO U HAa PABHOE PACCTOSHUE KaK B
CTOPOHY IIPaBOT'0 TaK M JICBOTO MPEJACEPAUi B TCUCHHE
KapJIMOPECITUPATOPHOTO ITUKIIA

Hexotopeie aBropsl npemtararor noxpasnesars Bce AMIIIL Ha nokanvhbie u
2eHepaIu308anHble, COOTBETCTBEHHO MPU YACTUYHOM WM MOJHOM BoBJIeueHnu MIIII
B aHeBpHU3MaTHUeckoe BoimsiunBanue [ 330].

DTHONOTHYECKN pa3nuvaroT emopuunyio n nepsuunyro AMIIIL. Kak yxe
ynoMuHanock, ¢ nouuuiit CAC AMIIII sBnsercs nepBuuHoi aHomanueirt MIIIL.
Bropuunas AMMII o0ycnoBinena 3a00JjieBaHUSMH, BBI3BIBAIOIIMMHU ITOBBIIIICHUE
JABJICHUSI B TIPABOM WJIH JIEBOM TIPEJCEPAUIX.

6.2.4.9XOKAPONOITPAPUYHECKAA OUATHOCTUKA

Buzyanmuzamuss AMIIIT nocraroyHo xopomio oOecrneurBaeT CTaHgapTHas
OxoKT'.

Obwue nonoxcenus. IXOKapaAuOTpapUUECKHe CEUEHUs Il BU3YyalW3alluu
AMIIIT npu TT-OxoKI" aHaoruyHbl T€éM, KOTOPBIE UCMOJB3YIOT At onleHku MITII
— 2mo Jeeas nApacmepHanIbHAas NO3UYUus NO KOPOMKOU OCU, ANUKATbHAS U
cybKocmanvHas yemulpéxKamephole NO3UYUU.

Ha puc. 4.2.2 — 4.2.6 nipeAcTaBieHbl dxokapauorpaduueckue n3o0pakeHus
(TT 3x0-KI') aoxanvrou AMIIIT (tun 1R, 2L, 3RL, 4LR, 5) mnoay4eHHbsie u3
yeThIpexkaMepHo# anukaabHoi no3unuu (4KAIT) (u3z Jatav RA. et al., 2014) [13].
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Puc. 4. 2.2 Tun 1R Puc. 4. 2.3 Tun 2L

Puc. 4.2.4 Tun 3RL Puc.4.25 Tun LR Puc.4.2.6 Tunob5

Ha puc. 4.2.7 — 4.2.11 sxokapauorpadpudeckue nzoopaxenus (TT-DxoKI')
eenepanuzosannou AMIIII - tan 1R, 2L (4 KAII), 3RL (a) (4 KAII) u (b)
(cyokocranbhuas mosunus), 4LR (a) (4KAII) u (b) (mapactepHanbHas Mo3uIKK Ha
ypoBHe AO mo kopoTkoi ocH), 5 (cyokocranenas 4KII) (uz Jatav RA. et al., 2014)
[13].

Puc. 429 Tun 3RL (a) u (b)
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+ Length
X Length

Puc. 42.10 Tun 4LR (a) u (b) Puc. 4.2.11 Tun 5

Upecnuwesoonas OxoKT” (YI1-2x0KI") oOnamaer OO0JIbIIICH
YyBCTBUTENBHOCTBIO B pacno3HaBanuu AMIIII, a Takke MO3BOISET BBHISIBUTH
COCTOsIHMS, KOTOpble 4acTo coueratorcss ¢ AMIIII u He Bcerma Xopoio
Busyanusupytorcs npu TT-DxoKI™ (OO0, Bropuunstii nedext MIIIT). Bmecte ¢ Tem,
npu YII-OxoKI' yBenuumBaercs pHUCK TOJYYEHHS  JIOKHOIOJIOKUTEIBHBIX
pesynbTaroB  auarHoctuku — AMIIII, Takke kak nopu  TT-OxoKIT —
JI0KHOOTPHULIATEIIbHBIX.

Ixoxkapouoepaghuueckue ouazHocmuyeckue
kpumepuu AMIITT

[IpencraBienuss 00 ONTUMAJIBHBIX KOJWYECTBEHHBIX KpuTepusix AMIIIT mo
nanHeiM  Ox0-KI' dopmupoBanuce Ha mnpoTshkeHHM necartuiietuid. OTCyTCTBHE
€IMHOTO MHEHUS TPHUBEIO K  IMUPOKOHW  BapuaOETbHOCTH  JAaHHBIX O
pacnpoctpaneHHoct AMIIII, npu 3TOM mpuMeHeHue 6ojee «MATKUX» KPUTEPHUEB
yMeHbIIaNo cneuuuuHocTh fuarnoctuku 3toit CAC.

Jlo mocnenHero BpeMEHHM HauOoJiee YacTO MCIOJIb30BAINCh KPHUTEPUH,
npemioxennsie Silver M.D. u Dorsey J.S. (1978 r.) [318], xoTopbie A0Jr0e BpeMs
CUHTAINCh <«30JIOTBIM CTaHmapTom» auarHoctukun AMIIIT [331, 332, 333].
[Ipumensiucey  cieayrolmde  napameTpbl  — MAaKCHUMaJbHAasi  AKCKypCHs
AHCBPHM3MATHUCCKOTO BBIMSIUMBAHUSA B TpaBOe WM JieBoe mpezacepaue (Wim
CyMMapHas 3KcKypcus) - 6onee 10 MM, aymHa ocHoBaHus - 6oiiee 15 M (puc. 4.2.12).
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AHeBpMUIMA

Mpagoe

npegcepave MpaBoe

npeacepaue

NeBoe

npegcepane
NeBoe
exnpencepnoHan NpeAcepAns
neperopojka
Puc. 422 — Cxemarnynoe wuzoOpaxenue AMIIIl u ee OCHOBHBIX
KOJIMYECTBEHHBIX IapaMEeTpPOB. a — BEIWYMHA DKCKYPCHUU AHEBPHU3MBI B OJHY

CTOpOHY, D- BenMuMHA SKCKYpCHH B MPaBOE M JICBOW MpPEICEpIHsl CyMMapHO, ¢ —
JUIMHA OCHOBaHUs aHeBpU3MbI (adanmuposano uz Agmon Y., 1999] [18]

B mocnenyrommx pa6orax ocHoBHbIe mapamerpsl AMIIII BapeupoBanu kak B
CTOPOHY yBEJIHMYCHHS, Tak U yMeHbienus [4, 334, 335, 336, 337, 324]. B oxnom u3
MOCJICTHUX TIPOCTIEKTUBHBIX uccienoBannii 2014r. konebaHusi BEIMUYUHBI SKCKYPCHH
AMIIIT cocrapmm 10 - 40 mMm (cpennee 3nauenune 14 mm), ocHoBanus —15 - 30 MM
(cpenuee — 20 mm) [13]. B nanrom uccienoanuu AMIII Oblia AuarHocTHpoOBaHa y
370 u3 15 232 (2,42%) npu KCIIOIb30BaHUH BHIIICITPUBEICHHBIX KPUTEPHEB.

B pexkomennmamusax 2015r. mo sxokapauorpaduueckor aumarnoctuke [338]
ouamemp OCHOBAHUS AHEBPU3IMbL He YNOMUHAemcs 6 Kauecmee Kpumepusl.
HuarnoctupoBate AMIIII penoxkeno npu:

Ge/IUYUHE MAKCUMAIbHOU IKCKypcuu yacmu uau eceu MIIII ¢ cmopony neeozo
unu npasozo npeocepousn ovonee 10 mm, unu cymmapno (odowuit pazmep IKcKypcuu
6 npaeoe u nesoe npeocepous) 6onee 15 mm.

B ciydasix ¢ MeHbIIIeH SKCKYpPCHU IPUMEHSIIOT TEPMHUH «moouavras MIIIT» [ 339].

B cmanoapmuwiii  npomoxon  sxoxapouozpaguueckoco  uccieoo8aHus
11eJ1ecCo00pa3HoO BKIIOYATh MapaMeTphl, ykazaHHbIe B Ta0m. 4. 2.2
Tabmnuma 4.2.2
OcHoBHBbIe mapaMeTpbl  3XOKApPAUOrpauUecKoro HCCIAeI0BAHUS  NPH
BbisiBJIeHUU aHeBpu3mMbl MIITII

IHapameTtp

1. | Tun aneBpu3msl 1o kinaccudukanuu Olivares-Reyes ¢ coasr. (1997)

2. | JlnuHa OCHOBaHHS aHEBPHU3MBLI C omnpeaeiieHueM BosieueHus MIIIT B
aHeBpH3MATHUCCKUN NedeKT (JIOKaTbHAs U FeHepaTi30BaHHAs)
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3. | MakcumanipHasi ~ BENIMYMHA  TPOBUCAHUS B TOJOCTh  MPEICepausi
(mmarHocTHueckuit kputepuit - Oomee 10 mMM) / cymmapHas amIuTUTYyAy
9KCKYpCHH (IMarHOCTHUYECKUI KpuTepuit - 6omee 15 mm)

4. | Hanuure wiM OTCYTCTBUE LIyHTUpYromiero copoca yepes AMIIII, B ciyuae
cOpoca yka3ath:

a) HampaBJIeHHue cOpoca (JIeBO-TpaBblid, IPABO-JICBbIN, CMEIIIAHHBIN);

0) BHJ M KOJMYECTBO IIYHTUPYIOMIMX COPOCOB (MHOXECTBCHHBIC (DEHECTpPAIINH,
equanunbeiid JIMIIIT, OOO0);

B) pasmep JMIIII (roboit ¢ medexkrom TkaHed) WM  (QYHKIIMOHUPYIOIIETO
00O (ot 1mm 10 19 mm Ge3 aedexra TKaHeH);

r) VIS TeMOJAMHAMHYCCKA 3HAYMMBIX COPOCOB - TPAHCCENTAIbHBIA I'PATUCHT,
Qp/Qs, naBneHue B JIETOYHOM apTepHH, JONOJHUTEIbHBIC CTPYKTYphI B T111

6.2.5.KIIMHWYECKAA OANWATHOCTUKA

B OompmmnHcTBe cimydaeB  AMIIIL  mporexkaer  OnarompusitHo, 6e3
reMOJMHAMHYECKUX U3MEHEHUI U KIMHUYECKOW MaHU(peCTaIIH.

IIpu ayckynprauuun AMIIIT MoxeT ObITH 3a110A03pEHA M0 HAIMYHUIO ILIETYKOB
BJIOJIb JIEBOTO Kpasi TPyANHBI, aHAIOTHYHBIM TakoBbIM Ipu [IMK.

CymectByroT nanuslie o cea3u AMIIII ¢ npencepaHpIMu HapyIIEHUSIMA PUTMA,
u3MeHenusamu 3yona P va OKI [19]. Yacro Berpeuaercs Onokama ITHIIT — B 21,9%
ciyuaeB  [340]. Jetm ¢ AMIIIl npenpacnoioxeHbl K  Pa3BHTHIO
CYNPaBEHTPUKYJISIPHBIX apPUTMHIA, CHHAPOMA ¢1a00CTH CHHYCOBOTO y3ia [319].

AMIIIT moxeT ObITh MPEAUKTOPOM MOSIBICHUS KPUNTOTEHHOTO MHCYJIbTA, a B
ciyuae coueranus ¢ pyukuuonupyrommm OO0 —u murpenn [ 323, 333].

6.2.6.COYETAHUE AMIMN C NPOYUMU CTPYKTYPHBIMU
AHOMAINUAMU CEPAOLA

AMIIIT Moer BBICTYNIaTh B KA4e€CTBE M30JUPOBAHHOW CTPYKTYpPHOM
aHoManuu, HO He peako coueraercs ¢ apyrumu CAC wm npusnakamun HHCT,
CBUJIETEJILCTBYS O CHCTEMHOM JIe(peKTe COCAMHUTEIbHON TKAHH.

Yacroe BbisiBICHHE (eHecTpaluidi aHEeBPU3MATUYECKOTO BBIMSYUBAHUS B
coroctaBiiennn ¢ moustuem JIMIIIT o6cyxmanock Beinre (pasmen 4.2.1). 3Hauumo
Bo3pacTaet kiauHuueckas 3HaunMoctb AMIIIT pu OOO, cetn Kuapu, yanuHéHHOM
EK [341, 342, 343].

B nutepatype uMeErOTCS MHOTOYMCIIEHHbIE JHaHHbIEe O B3aumocBsizu AMIIII u
[IMK [344, 345, 346, 347, 348]. Ognako B ®peMUHIEMCKOM HCCICAOBAHUHU, MIPH
UCIIOJIb30BaHUU coBpeMeHHbIX KputepueB IIMK, sta B3aumocBsi3b He OblLia
nonarBepxaeHa [349]. Tem He MeHee, MpW OOCIEAOBAHUH PA3IMYHBIX MOATPYIII
NAlUEHTOB, HaIpHUMep, MEPEHECIINX MHCYJbT M HMEIOIUX HOpPMaJbHbIC
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KOpPOHapHbIE apTEpUH, YAAIOCh BbIABUTH B3auMoCBA3b mexay AMIII u I[IMK, B
0COOCHHOCTH Y MOJIOJIbIX TarieHToB [337].

B nccnenoannn PEIIMKA (3emmosckuii B.D., Manes D.I'., 2012) [*] y
JIMI] MOJIOJIOTO BO3pacTa OTMEUEHA B3aMMOCBSI3h aHEBPU3MATUYHOU MM MOOMIHHOM
MIIIT ¢ [IMK wu 6a3anbHBIMU /WM MHOXKECTBEHHBIMHU JIOXKHBIMU Xopaamu (JIX).
OOpamaer BHUMaHUE, Ha yKa3aHUE aBTOpPaMHU OTCYTCTBHE 3HAYMMBIX aCCOIMAIIHMA
Mexay AMMII u OOO. BeposiTHOM NPUYMHON TaHHOTO 00CTOATENBCTBA MOCTYKUIIO
HecootBerctBue TT-OxoKI', wucrnonb3yemoil B JaHHOM MCCIEIOBAHUU, METOMY
BbIOOpa s auarHoctuku OO0 - UII-OxoKI'. Hmeromcesa oanmnvie, umo npu manvlx
wynmupyrowux copocax moavko YII-OxoKI' ¢ KOHTpacCTUpPOBAaHHEM U MPOOOI
BanbcanbBbl sSiBII€TCS OCTATOYHO HHPOPMATUBHBIMH.

Taxum obpazom, svisienenue AMIIII enevem 3a coboti He06X00UMOCb HAYENEHHO20
noucka npouux meascnpedceponvix kommynukayui u CAC, covemanue ¢ Komopvimu
nogvluiaem KiuHuueckyo snavumocmos AMIIIT

6.2.7.COCTOAHUA, ACCOLIMMPOBAHHbIE C AMIIM,
OCJIOXXHEHUA

Beimre, B pazaene OOO, nmoapoOHO omucaHa B3auMocBs3b Mexay AMIII u
OOO, xoTopas TPUBOAUT K CYIIECTBEHHOMY YBEIMYEHUIO pPHCKAa Pa3BUTHUS
UIIIEMUYECKUX IepeOpaIbHBIX OCIO0KHEHUM.

Ceazb AMIIII ¢ nepsuunbiMU KpunmoceHHbIMU uHcylomamu. MeTaaHanus
nccnenoBannii JR. Overedll ¢ coasr. (2000) [*'] mokasan cylecTBEeHHOE TOBBILICHIE
pucka pazeumusi uncyabmos nipu Hanuuuu AMIIIT u OOO. Tlpuuem, cooTHOIIEHKE
PUCKOB B CyOTpyIIIOBOM aHalM3€ JIs JUIl Miajiie 55 jeT ObUIo Jlake OoJbIle Mpu
AMIIIT - 6,14 (95% U, 2.47-15.22), yem pu OO0 - 3,1 (95% /I, 2,29-4,21),
yBenmuuBasch npu coderannu AMIIIT u OO0 - 15,59 (95% /IU, 2,83-85,87). Bo
Bcex Bo3pacTHhIX kaTeropusx OIII coorBeTcTBeHHO coctaBmiu 2,35, 1,83 u 4,96.

B wuccaenosanun Y. Agmon ¢ coat. (1999) [18] Takxke ObUIO ompeaencHO
noctoBepHO Oosee yactoe BbisiBiieHne AMIIII B rpymnme manueHToB, MepeHecunx
uHCYNbT u/umu THUA Bo Bcex MCCieIOBaHHBIX BO3pacTHBIX KaTeropusx (ot 45 no 85
ner) — 7,9% npotus 2,2% rpymimbl KOHTPOJIS.

Cea3o AMIIII ¢ émopuunviMu KpunmoceHHbIMu uHcyibmamu. ViccnenoBanue
Lamy et a. (2002) npoaeMOHCTPUPOBAJIO HAapacTaHHWE BEPOSTHOCTH IMMOBTOPHOIO
uHcysbTa npu couetann AMIIIT u OOO B 7 pa3 o cpaBHEHHIO C PUCKOM HUHCYJIbTA
npu u3ouposarroM 000, HeecmoTpst Ha mpuem 300 mr acnupuna [>7]. B memnom,
AMIIII, napsny ¢ moomibHOi MIIIT u pazmepamu OOO sBAsAIOTCA, O JaHHBIM
MyJbTUBapuaHnTHoro anamm3za J.Y. Lee ¢ coar. (2010), He3aBUCUMBIMH
MPEeIMKTOPAMH MOBTOPHOTO HHCyIbTa pu 000 [*7].

Ceasv AMIIII ¢ muepenvio paccMaTpuBaeTCs TOJBKO B KOHTEKCTE €€
acCOIMUPOBAHHOCTH ¢ (QyHKuoHUpyomuM OOO B cuily MNaTOreHeTH4YeCKUuX
0COOEHHOCTE BO3HMKHOBEHHUS MUTPEHH C aypOM MpHU MPaBO-JIEBOM IIYHTUPOBAHUU

143



(MOTeHIMAILHOW BO3MOXKHOCTBIO TIONAJaHHUsI Ba30aKTUBHBIX CYOCTaHIUI uepe3
MEXKITPEICEPIHYI0 KOMMYHHUKAIMIO B MO3TOBOM KPOBOTOK) [ 354].

YV nayuenmos, nepenecuiux KpunmozenHwll UHCYIbm, mpeoyemcs yeieHanpasieHHblll
noucxk AMIIII, ocobenno npu paszeumuu UHCYIbMa 8 MOJIO0OM 8o3pacme. J[uazHo3
MuepeHu oondxcen npeononazams  uckuovenue AMIIII,  accoyuuposannoi ¢
@yuxyuonupyrowum O0O.

6.2.8. CTPATUPUKALINA PUCKA, NMPOITHO3

Hanneie cootHomenuss AMIIIl k dakropy pucka u/wim KpPUTEPHIO
KPUINITOTEHHOTO HHCYJIbTa W/ 3IMOOJIOTEHHON TATONOTHU cepana MOoApoOHO
onucansl B pyopuke OOO.

VYuursiBass ~ gopManbHbiii  npuoputer  kiaccupukaumu  TOAST  mo
ATUOJIOTUYECKUM NPUYMHAM KpUNToreHHoro uHcynbra, AMIIII, tak ke kak u OOO,
MOXXET OBITh OTHECEHa K (pakTopaM HH3KOIO, a MpPHU ONpPEIETEHHBIX YCIOBUAX K
CpeIHEH CTEeleHH PHCKa MO3rOBOTO MHCYJbTAa / KapAHMOIMOOJIUU TOJOBHOIO MO3ra

[355].

AMIIII 6 Hacmoswee epems paccmampusaiom 6 pyOpuke KapOUaibHblX HPUYUH
Kpunmoeennvix WU, xax eapuanm ¢ HU3KOW, a Npu ONpeoeleHHbIX YCI08UAX -
CcpeoHell cmenenvlo pucka Kapouoimooauu roJoBHOTO MO3Ta,

C  nosuyuu  eemepocennHocmu  HUU, AMIIIl  nexcum 68  ocHose  e2o
KapouoiImMoo1udecko2o namo2eHemuuecko20 noOmuna.

B3aumocesizp AMIIIT ¢ OOO u pucKOM pa3BUTHUS HHCYJIbTAa MOXET OBITh
oOycioBiieHa HECKONbKUMH GakTopamu. I[Ipexnme Bcero, mnpu 3HAYUTEITHHBIX
pa3Mepax aHEBPU3MBI U M30BITOYHBIX €€ aMITUTYIHBIX XapaKTePUCTUKAX CO3/IAl0TCS
NPEANOCHIIKU ISl TpoMOo3MOomnueckux ocioxkuenui [337]. [IpucyTcTBHE BBICOKO
noaswkaod MIIIT Takxke sBigercs cymiecTBeHHbIM ¢aktopom pucka OOO u
napajgokcaibHoi sMOoauu (3emmoBckuii B.D., Manes D.I'., 2012). B wactHOCTH,
nojBxkHas aHeBpuzma MIIIT MoxeT cnocoOCTBOBaTh 0o0Jiee MHUPOKOMY OTKPBITHIO
OOO u tem cambIM — napajiokcanbHOi 3MOonu. Kpome toro, moounsnas AMIIII
MOKET BECTH K YyXyAlleHuto cucronndeckor ¢yukiuu JIII u x oOyciaoBiaeHHOMY
ATUM 3aMEJJICHUI0 KPOBOTOKA CO CIIOHTAaHHBIM KOHTPACTUPOBAHHUEM, UYTO MOBBIIIACT
puck TpoMmOooOpa3oBanus B JIIT [356].

Yame xe, moOwmipHas MIIII camMocToATENLHOrO 3HAYEHUS HE HMEET,
OMKCHIBACTCS MPU OYEHb ONU3KUX K KPUTEpUSM aHEBpPU3MbI 3HaueHusx npu TT-
OxoKI' mnm kak accOUMMPOBAHHOE COCTOSIHHUE. NPU NPOTrPECCMBHOM MOBBILICHUU
napienust B mosioctd JIIT wmm IIII, mpm Hamuumm cOpoca yepe3 HeE, HATWYUU
MPEICEPIHBIX aPUTMUM.

Meouxkamenmosnass mepanus. AHTHArperaHTHash Tepamusi TMalUeHTaM C
u3zonupoBanHo AMIIII 6e3 nannuust OOO He nmoka3aHa.
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Xupypeuueckue emewamenvcmea. Ilpu TpanckaterepHom 3akpeiTuu 00O,
coueraromierocss ¢ AMIIII, oTMEUEHO 3HAYUTENIBHOE CHUKEHUE AMIUIMTYAbl €€
KOJICOAHUH M CHIDKEHHE BEPOSTHOCTH MOBTOPHBIX 3MOOJIMUYECKUX 3mm3010B [357].
Bwmecte ¢ Tem AMIIIT accounnpoBana ¢ OOJIbIIEN YaCTOTOM Pe3UIyalIbHBIX IIYHTOB
nocyie 4ypeckokHoro 3akpeituss OOO, naxe NpU HCHOJB30BAHUM OKKIIIOJEPOB
MakcuMasbHOro auamerpa [ 358].

6.2.9.3AKINIOYEHUE

. AMIII sBnsiercs nepBuuHOM aHomanued paszsutuss MIIII, a npu Hanuuuum
deHecTpanuii  MOXKET  pacCMaTpUBAThCS KAk  BapUaHT  MEXIPEICEpIHBIX
koMMyHUKanuil Hapsay ¢ OOO u JIMIIII.

. Nuctpymenranbias auarnoctuka AMIIIT nomkna Bkmtouars TT-OxoKI, mpu
Heooxogumoctu - YII-OxoKI', ¢ oOs3aTenbHbIM YKa3aHUEM THIA aHEBPU3MBI,
pasMepa 3KkcKypcuu 3a iuHuo MITII.

. Brisisnenne AMIIIT nogpaszymeBaeT o0s3atenbHbI mouck npouux CAC ¢
ucnosibzoBanueM YII-DxoKI', npuMeHeHneM npoBOKallMOHHBIX TECTOB.

. Coueranne AMIIIT u OOO cCyuecTBEHHO TOBBIIAET PHUCK PA3BUTHUS
UHCYJIBTOB.

. AHTHarperanTHas Tepamnus nainuentam ¢ uzonupoBannoit AMIIII 6e3 nanuyus
OOO =e noka3zaHa

6.3. CETb CHIARI (Kuapwm)
6.3.1. AHATOMUS!

Cemo Chiari (Kuapu) npenctaBiseT co00H HENPaBUIbHYIO CETEBUIHYIO
(HOPO3HO-HUTEBUIAHYIO CTPYKTYPY, COCTOSIIYIO M3 MHOXECTBA HUTEBUIHBIX W/WIIH
MeMOpaHo3HbIX KoMITOHEHTOB (puc. 4.3.1). Cetp Chiari ucxoaut u3 o0yacTH KianaHa
HIDKHEH oo BeHb! (EBcTaxueBa kiianana) ¥ KpEUTCs B pa3iudHbIX oTaeaax 111

- K KJIarany kopoHapHoro cunyca (TeOe3ueB kiiamnan);

- TEPMUHAILHOMY TPEOHIO, PACIOJIOKECHHOMY B 30HE YCThSl BEPXHEH MOJIOM
BEHBI,

- MIIIT;

- CTEHKE CaMoro Mpeicepaus.
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HKHHAR MOAaA BeHa

Puc. 4.3.1- Anaromuueckas Busyanusanus cetu Chiari (3aumcmeosano uz M.
Loukas et al.) [**].

6.3.2.9MBPUNOJIOIMMNA

Cerp Chiari sBisieTcss ocmamxom 2MOPUOHATBLHO20 NPABO2O  KIANAHA
BEHO3HOTO (KOpPOHApHOTO) CHHyca W 0o0pa3yercss B cliydyae HENOJIHOW pe3opOrmu
nocienuero (puc. 4.3.2). KopoHapHbIii CHHYC aHATOMHUYECKH MPEICTABISET COOOi
BBITSIHYTBIA M OKPYTJIBIN pe3epByap, B KOTOPBIA BHAJAIOT HAanOoJIee KPYITHBIC BEHBI
cepaua. OH mposeraer B BEHEUHOM OOpo31e €3ald M OTKPHIBAECTCSA CIELUATbHBIM
orBepctueM B IIII. Tam ke KpOLICYHBIMU OTBEPCTUSAMU CaAMOCTOSTEIBHO
3aKaHUMUBAIOTCSl 0OoJiee MEJIKUE BEHO3HbIE CTBOJMKHM, Ha3BaHHbIE HMEHaMu A.
TebGesuss um P. Bbeccena. VYcTbs BeH, BHOaJalOUMX B CepAle, CHAOXKEHbI
CBOCOOpa3HbIM 3aMbIKATEIbHBIM alnapaToM, pPeryJupyONIMM MOCTYIUICHHE KPOBH B
npeacepaus. 3aMbIKaTeNbHYIO (YHKIHMIO IO OTHOILIEHUIO K YCThAM TMOJBIX H
JIETOYHBIX BEH BBITIOHIIOT MUOKApIUATbHBIC CPUHKTEPHI, & IO OTHOIICHHUIO K YCTHIO
HIDKHEH I0JIOM BEHBI - €Ie M 3aCJOHKa HrbKHEH mosoi Bensl [360, 361]. 3acionka
HIDKHEHN T10JI0M BEHBI HAIIPABIISETCS OT OBAJIBHOM SIMKHU K IMEPEIHEMY Kpar YCThbS
HKHEW moJsiol BeHbl. [lo cBoelt opme u pazMepaM OHa SABISIETCS OOpa30BaHHEM
BeChbMa BapualeNbHBIM - PsiI  aBTOPOB BBIJCISET TMOJNYJIYHHYIO, CETYaTylo,
MOJIOCTHYIO W CTyreHdaryio ee ¢opmy [362, 363, 364]. McTOYHUKOM pa3BUTHSI
3aCJIOHKM HWM)KHEH II0JIOM BEHBI SBISETCS IIpaBbld BEHO3HBIM KiamadH. llyrem
pacllerUIeHUs] HUKHETO KOHIIA OH MIPEBPAIAETCA B KJIallaH MPHU YCThE€ HUKHEHN MOJI0M
Benbl (EBcTaxmeB) w kiamaH mnpu ycThe BeHeuHoro cuHyca (TeGesmes). DTo
IpeBpalieHUe MPOTEKaeT Ha 2-OM Mecsie BHYTpHyTpoOHOro passutus [365, 366,
367]. Y B3pocabix EBcTaxweB KiamaH BCTPEYAETCs 3HAYMTEIBHO PEXKE, YEM BO
BHYTPHYTPOOHOM IEPHUOJIC, YTO MOKHO OOBSICHUTH €0 BO3PACTHOW WHBOJIOIUCH (OH
MOXeET JIMOO TIOJHOCTBIO MCYe3aTh, JUOO 3HAYUTEIHHO YMEHBIIATHCS B pa3Mepax).
Ho wnapsimy ¢ »tum HaOm0gaeTcss 3aKOHOMEPHBIA POCT OGOPMIIEHHBIX 3aCIOHOK
HIKHEH TOJIOM BEHBI, KOTOPBIA MPONOPLMOHATIEH POCTY OKPYKHOCTH HUXKHEU MOJION
BEHBI, a, CIICA0BATEIBHO, POCTY Pa3MEpOB Ipeacepauii u cepana [363, 364, 362].
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Puc. 4.3.2 - Cxemartuueckoe wusobpaxenue passutus ceru Chiari. (A)
PasButne BeHO3HOro cuHyca (mo3umms c3aam). (b) Mecrta BmajeHus B mpaBoe
npejcepaue HUXKHEH 1OoJIo BEeHBI M KOpoHapHOro cuHyca (Bux m3HyTpH). (C) Bun
W3HYTPU TIPaBOTO TIPEACEepAvs Ha MecTa BIAJIEHUS HIDKHEW TIOJI0OM BEHHI,
KOpoHapHOro cuHyca W Jjokammsanuio cetd Chiari. Cokpamenns LA - jeBoe
npencepaue, RA - mpaBoe npencepane, RSH- mpassiii por BeHo3Horo cunyca, L SH-
JIeBbIN por BeHo3HOro cuHyca, CC- obmaskapauanbHas BeHa, V'V - xxenTouHasi BeHa,
UV—nynounas (ymowiukanbHas BeHa), |V C- HiwkHss monas BeHa, CS- KopoHapHBIi
cunyc, CN - cers Chiari [368]. PUCYHOK YEPATDH

6.3.3.PACMNPOCTPAHEHHOCTb

OOmas momyJIAIMOHHAs pacipocTpaHeHHOCTh cetu Chiari cocraBiser okoso
2% [369]. ITo MopdoaoruyecKuM UCCIIeIOBaHUSIM YacToTa BhIsBiieHUs cetu Chiari
koneonercs ot 1,3 no 4,0%, npu OGojiee CTpPOroM MOAXOJAE K JUATHOCTUYECKUM
kputepusim — 0,34% [370]. Yacrora BoisiBiacHus 110 naHHbIM TT-Dx0KI™ konednercs
ot 0,3 no 9,5%. [aunsie poccuiickux uccuenonarenein - 0,9% npu TT Oxo KI' u
1,6% - npu UIT DOxo KI" [371].

CyiiecTBeHHas: BapuaOeIbHOCTh YacTOTHI BbIsBICHUs cetu Chiari BeposTHee
BCETO CBsI3aHa C TEM, YTO Psjl aBTOPOB Hapsiy ¢ ceTbto Chiari yuuThIBalOT U MPOYHe
O0COOEHHOCTH M aHOMAJIMU CTPOCHMsI BEHO3HBIX KJIAllaHOB, yanle Bcero EBcraxuena
kiamana [ 372]. PacnpocTpaHeHHOCTh HE MMEET BO3PACTHBIX U FE€HACPHBIX pa3IHyuii

[11]. Yacto cers Chiari muarnoctupyior BMecte ¢ OOO (83% ciyuaeB, KOHTPOJIb
28%), AMIIII (21%, kouTpoias 1,6%), EBcraxueBbim kinananom (79%) [373].

6.3.4.9XOKAPOANOIPAPUYHECKAA OUATHOCTUKA

Jis Busyanmmszarnum cetd Chiari mpu TT-DxoKI' wcmonb3yroT MO3UIUH, B
KOTOpPBIX ~ 00bIuHO  uccienyercs  [II1: anmuKalbHasg  YeThIpEXKaMepHas,
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MO (UITIPOBAHHAS TTapacTepHAIbHAS OWKaBaJIbHAs MMO3HUIINAS U KOPOTKas OCh Ha
YPOBHE aOpTAILHOTO KJAallaHa M3 JIEBOTO MMapacTEPHAIBHOTO JIOCTYIMa, a TaKKe
CyOKOCTaJIbHBIC TIO3HIMH (YeThIpeXKaMepHasi, JJIMHHAS OCh HUKHEH TO0JIOW BEHBI U
KOPOTKas OCh Ha ypOBHE aOopTaJIbHOTO Kiamana) (puc. 4.3.3).

Puc. 4.3.3. - Cerp Chiari (cTpenka)
B nipaBoM npeacepauu npu TT Oxo KI' u3
CyOKOCTaIbHOM YETBIPEX-KAMEPHOU
MO3ULINH.

Jnss  oumenkn  mecta  mpukperuieHus  ceru  Chiari HeoOxommmo
TOJIMITO3UIIIOHHOE HCCIICIOBAaHHE C BKJIFOUEHHEM HE TOJBKO CTaHAAPTHBIX, HO U
NPOMEKYTOYHBIX mo3ulmii. [Ipy 3TOM WUCHONB3yeMble PYTUHHO JIBYXMEpPHBIC
no3unuu ByxkamepHoro TT-OxoKI' uccnemoBanusi He Bcerga MO3BOJSIOT TOYHO
omnpeaenuTh Mecta mnpukpemieHus cetu Chiari, tak kak EBcraxueB kiamaH, H
KJIallaH KOPOHAPHOTO CHHYCa, W JIPYTHMEe BO3MOXKHBIE MECTa MPHUKPEIUICHUS CETH
Chiari He BU3yanu3upyroTcs B OJIHOM IJIOCKOCTH.

Tpexmeproe IxoKI' wmcciemoBaHue MO3BOJIIET B PSJC CIydaeB MPEOIOJICTh
BBIIIICYKA3aHHOE OTPAHUYCHHE JBYXMEPHOTO CKAaHHUPOBAHUS M YCTaHOBUTH MeECTa
kperienus cetu Chiari.

ITpu YITOx0KI" ocCHOBHOM ABISETCS MO3ULIMS U3 CPEIHUX OTJEJIOB MUIIEBO/IA,
B KOTOPOM BH3yaJM3UPYIOTCA 3aJHUE W HWxHHUE ornenbl [III B 30He BrageHus
HIDKHEH T10JI0M BEHBI. OMKaBaJIbHAS TO3WILMS M TO3MIUS KOPOTKOH OCH Ha yPOBHE
aoptel (puc. 4.3.4). BblfBICHUEC JMHEHHBIX BBICOKOIOJBIKHBIX CTPYKTYp B
yKa3aHHBIX TMO3WIMSIX C WX TMpUKperieHneM K  EBcraxmeBy  Kiamasy,
XapaKTEpHU3YIOMINECs] KHYTOBUIHBIMUA  JBWKCHHUSIMHU, TIO3BOJIICT  3alOJ03PUThH
Hammune cetu Chiari. Tak kak B yKa3aHHBIX MO3UIUSAX YAAETCS BH3YaIH3UPOBATH
TOJIBKO OJHO MECTO TPUKPEIUICHUS CETH
Chiari x EscraxmeBy KiamaHy, TO
co3maercs Breuarienue, 4yro cerb Chiari
cBoOoaHO utotupyeT B noioctu I1I1.

Puc. 434 — Cerp Chiai B mnpaBom
peacepanu pu 4Il 2Ox0-KI"
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(3anmmctBoBano u3 Chevalier S., Cook S. 2011 [374 ]).

UcnonszoBanue npu  UII-OxoKI'  npuuenbHOro  moJMIO3UIIMOHHOTO
obcnenoBanus ¢ BeiBegeHueM MIIIT u kopoHapHOTO CHHYCA MO3BOJISICT YCTAHOBUTH
U apyrue Touku npukpervieus cetu Chiari. OueHuTs ycThe KOPOHAPHOTO CHHYCA
HaWJIy4qIIUM 00pa3oM yJaeTcsl U3 CPeIHUX OTJENIOB MHIINEBOAA B YEThIPEXKaMEPHOM
no3unuu. Ilpm 3TOM HEOOXOAMMO POTHPOBATH JATYUK BIPABO JIO ITOTYUYCHHS
IpaBoro MpeAcepaAus B ICHTPE dKpaHa. JanpHeimas MmoauduKaIys MO3UIUN ITyTeM
BBEJICHUS JaTuylMKa WA OTKJIOHEHHS €ro Hazaj IO3BOJISIET BBIBECTH KOPOHAPHBIN
cunyc [371].

6.3.5. KIMHWYECKOE 3HAYEHUE

Knuauueckoe 3Hauenue ceru Chiari ompenensercss B TMEpBYH oOuepe/b
BBICOKOH comnpsikeHHOCTBIO ¢ OO0 - 83% ciryuaeB [369]. [To nanueimv Rigatelli G. et
al., 2008 [375] 82% maiueHTOB, OTOOPAHHBIX JUIS SHIOBACKYJSPHOTO 3aKpPBITHS
000, umemn EK wmu cets Chiari. Ilpu mammuuu cetu Chiari uamie BwIsgBisercs
MPaBo-JIEBOE IIYHTUpOBaHUE y manueHToB ¢ OO0, uem npu ee orcyrctBuu. EK n
cetb Chiari criocoOHBI MPEMATCTBOBATH 3aKPHITHIO OBAJHHOTO OKHA, Mpepacioiaras
K ¢hopmupoBanuto aneBpu3Mbl MIIIT 1 mapamokcanbHOM AYMOOTNH, HAIPABIISS TOTOK
KpoBH U3 HIKHEH 1oJior BeHbl K MIIII. Takxke ycraHoBiI€HA CBS3b MEXKY HAIMYUEM
cetu Chiari u murpensio ¢ aypoit y naruertos ¢ OO0 [375].

Omnwucanbl citydan MH(EKIIMOHHOTO 3HJOKapauTa ¢ nopaxeHuem cetu Chiari
[376, 377]. Kpome Toro, cerb Chiari Mo)keT BBIMISACTh MOAOOHO OIMYXOJCBOMY
00pa30BaHUIO U TEM CaMbIM MPHUBOAMTH K JIOXKHOMY auarHo3y. M.H. AnexuHbiM u
E.JI. Joxunoit (2014)[371] npuBoguTCs Cclydail BBISBICHHS IOMOJIHHTEILHOTO
9XOMO3UTUBHOTO oOpasoBanus B I[III, duoTupyromero mo Xoay TOKa KpOBH H
uMeBIIero TtunuuHele a1 cetu  Chiari Mecra mpuKpervieHus, KOTOPOE B
OIpE/ICICHHbIE MOMEHTBI «CBOPAYHMBAJIOCh» W HMHUTHPOBAJIO JIOMOJHUTEILHOE
obpaszoBanue. C. Kozc coast. (2008) [378] Obuto omyOIMKOBaHO COOOIIEHUE O
ciyuae rturantckoii cerm Chiari, koropas Obuta moxoxka Ha omyxonb [,
nexoamyro u3 MIIIL.

He wuckimovaercss BO3MOXKHOCTB OITyXOJIeBOTO mopaxenuss ceru Chiarl ¢
OCJIOKHEHHUEM B B HH(pEKIMOHHOro dHA0KapauTa [ 379] (puc. 4.3.4).
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Puc. 434 - Dxokapamorpapudeckoe (TT-DxoKI', obGpasoanme B III1
YKa3aHO CTPEJIKOW), MaKPOCKOIHUCKOEe (MHTPAOIIEPAIIMOHHOE) B MUKPOCKOITHYECKOE
n3o0pakeHns: (PuOPOIIACTOMBI, JTOKAJIHM30BABIICHCS B ceTH Xuapu. KiamHudeckuit
ciyuyaii 4l1-neTHed SKEHIIMHBI, KOTOpas TMOCTyNMWia C XKajdo0aMu Ha 3IU30]IbI
JUXOPAJIKHA C 03HOOAMH Ha MPOTSHKCHUU 2 MECSIEB M 0OJIsIMU B CliMHE. B aHamHe3e
roJ JO TOCHUTAIM3AlHUKA — JICYCHHE I10 TOBOAY HH(MEKIIMOHHOTO SHIOKapIuTa,
BeI3BanHoro Staphylococcus aureus (3anmmcrBoBano u3 Latif F.et al., 2008 [379]).
YBPATH

BeickazaHo mpeanosiokeHue o aBoskod ponu ceru Chiari ¢ mosunuii
TpoMOoIMOoMUecknx ocioxkHeHuit. C omHOW cTopoHbl, cerb Chiari moxer
croco6cTBOBaTH (HOPMHUPOBAHUIO TPOMOOB IN SitU, ¢ IPyroi — BBEICTYIIATh B KAY€CTBE
JIOBYIIKH JIJIs1 TPOMO03MO0IIOB, TipeioXpaHsisl manuenTa ot ¢patairpaoi TOJIA [380].

H. Chiari B ommom wu3 11 mpeacTaBiACHHBIX HM CIydaeB HaOJOqaI
MHOKECTBEHHbIE TPOMOBI B onucaHHoi uM cetu B III1, a Takke B mpaBoil u JeBOU
nerounbix BeHax [1]. ITozgnee W.M. Yater [381l] mpencraBui ciydait 00JbIIOrO
ambona B ceru Chiari y ©OompHoro 39 mer ¢ TpoM0030M TIIyOOKHX BEH
MPOKCHUMAJIBLHOTO OTJela HWKHEH KOHEYHOCTH. OYEeBHIHO, MEPBOHAYAIBHO CETh
Chiari 3anmepxana mnpojBwkeHHe 5MOO0JIA, YacThb KOTOPOTO B IMOCIEAYIOIIEM
npeojiojena MeMOpaHy U ImpuBea K dMO0JIUK JerouyHo aprepun. [loxoxuil cmydait
obu1 mpenctasien Yuen S.T., Dickens P., 1992 [382] y 86-merHeli >KEHIIMHBI C
¢aTtanpHbIM TIeperaoMoM miciiku 6eapa. Cers Chiari cogeprkana Tpom0O, a B mpaBoi
JIETOYHOM apTepuu ObLT 0OHApYIKEH AMOOJ, COMEPKAINN MaTepruaa KOCTHOTO MO3Ta
U TpOMOOIUTHl ¢ (PuOpUHOM. ABTOpPHI MPEANOIOKUIN, YTO 3aXBAUYEHHBINH CETHIO
Chiari sM0051 KOCTHOrO MO3ra, MHHUIMHUPOBAJI Pa3BUTHE OOJBIIErO MO pa3Mepam
TpomMOa u mnpuBen kK QatanpHo TOJIA. CymecTByroT naHHbie 00 OTpBIBE
¢dparmenToB cetu Chiari ¢ ux mocneayromei Murparuei B aerkue [ 383, 371].

OnyOnukoBaHbl pabOThl, B KOTOPBIX OOCYKIAETCS BO3MOXKHAsl CBSI3b CETH
Chiari u apurMuii. OcCHOBaHHEM JIJIsl TAKOTO MHEHUS SIBJIICTCS paHEee YCTaHOBJICHHAS
CBSI3b MEXKIY INPEICEPAHBIMU apUTMHUSAMHU U CTPYKTypaMHu BEHO3HOTo cuHyca [384].
VYCThsl JIETOYHBIX BEH, KOPOHAPHOTO CHHYCA WJIM TOJBIX BCH HEPEAKO SIBIISIOTCS
uHuIatropoM Gubpwusinun npeacepauii [385, 386, 387]. B cBsa3u ¢ atum
HEKOTOPBIMU aBTOPAaMHU PAacCMaTPUBAETCSI BO3MOXHAsE apUTMOTreHHOCTh cetu Chiari
KaK CTPYKTYpBI, TECHO CBSI3aHHOH C apUTMOTCHHBIMHU Y4aCTKaMHU BEHO3HOT'O CHHYCA
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[1]. Kpome Toro, Benbow E.W. ¢ coast. (1987) [388] npeamnonoxuiu, 4To HATH4HUe
MHUOKapAHaJIbHBIX BOJIOKOH B PETUKYISPHON cTpykType cetu Chiari Taxke Moxer
npuBOIUTH K aputmun. Pragjapat L. ¢ coast. (2007) [389] nmpencraBuiau Tpu cirydast
Hammuuss cetn  Chiari w  HapymeHwid BHYTPUNPEACEPAHOTO TPOBEICHHS C
IPOJIOKUTENBHOCTRIO 3yOna P 6onmee 110 Mc, 4To oOKa3zajioch NPEAUKTOPOM
NpEACePAHbIX TaXUAPUTMHA. AHAIOTUYHBIC HaHHble O cBsizu cerm Chiarl ¢
npeCepAHBIME HapyIICHUsMU puTMa ObutM TipencTaBieHbl Alegma-Barrero E. ¢
coaBt. (2011) [390]. U Bce ke A0 HACTOAIICTO BPEMEHH OTCYTCTBYIOT ITyOJIMKALIMH,
KOTOpBIE ObI yKa3bIBAJIM Ha ONPECICHHBIA apUTMOTeHHBIH Y dekTt cetn Chiari.

Hcxons W3 maTonoroaHaTOMUYECKOW KAapTUHBI HEKOTOPBIX BAapUAaHTOB CETH
Chiari Powell E.D., Mullaney JM. (1960) [391] npeamnonoxwuau, uro cetb Chiari
MOKET MPENSATCTBOBaTh KPOBOTOKY. OHAKO 1a)K€ MOIIHBIE U PUTUIHBIE HUTH, TYTO
HaTsHyThie B mosnoctu IIIl, He cTanmu mpuyMHON OOCTPYKIIMM HU B OJIHOM U3
JICTAJIBHBIX CIIy4YaeB.

Laguna G. wu coaBt. (2015r.) [34] onwmcanu KIMHUYECKUI ciydail 78 neTHero
manyeHTa ¢ A3MOOJNIMYSCKUM  HWHCYJIBTOM B aHaMHe3e 0e3  3Ha4YMMOro
11epeOpPOBACKYIIIPHOTO TMOPAXKECHHS, OOPATUBIIETOCS 32 MEIUIIMHCKON IMOMOIIBIO B
CBS3M C HApaCTAIONUMHU IMPHU3HAKAMU CEPACUYHON HEJIOCTATOYHOCTH, B TOM YHUCIIC
JUCITHOD. DXOKapauorpauuecku, a 3aTeM W HHTPAOINEPaIlMOHHO Oblia BBISBICHA
cetb Chiari OompIux pa3MepoB, KOoTopas, MO0 MHEHHIO aBTOPOB, OOYyCIIOBHIIA
KJIMHUYECKYIo KapTuny (puc. 4.3.5).

151



Puc. 4.3.5 - Dxokapauorpaduyeckas usyanusanus (TT-DxoKI') cetu Chiari ¢
cBoeoOpa3HbIM  BbIsiuMBacHUEeM (A); TypOysieHTHBIH moToK depe3 DOO,
HalpaBJIeHHBIA W3  JIEBOro  mpejacepauss B mpaBoe  npeacepaue  (B);
MHTpAOIIEpallMOHHAsT BU3yau3alys U rccedeHHas cetb Chiari 6ompmmx pasmepos
6,2 x 6,0 cMm (C, D) (3ammctBoBano nu3G.Laguna,N.Arce, M.Blanco, 2015 392]).

B penxux ciydasx cerpb Chiari MoeT mpemsTCTBOBATh IMPOBEICHHIO
KaTeTePOB B MpaBbIe OTIEIBI Cep/Illa WM B KopoHapHbIi cunyc [ 393, 394]. Onucanbl
Cllydal XHPYPTHUECKOTO VyAalieHUs Karerepa B CHTyalUsaX, KOrja KareTrep
3aIyTHIBAJICS B CETH M €r0 ObLIO HEBO3MOKHO IMPOABUHYTH WK yAanuTh [ 395, 396].
Onucan cimydail KareTepH3alil cepila Mo MoBoay BTopuuHoro aedexra MIIII,
KOT/Ia HE YJIaJoCh M3BJIeYh KOHUYMK Karerepa. [lociie HEOqHOKpaTHBIX HEyHAauHbIX
MOTBITOK YJAJCHUSI KaTeTepa MPHUILIOCH BBIMOIHUTH TOPAKOTOMUIO U aTPHUOTOMHUIO
ITI1. Konuwmk kaTerepa oka3ajcs 3amytaH B (GuOpo3Hbix HuTsax cetu Chiari.
ITonoOHBI crmydait ommcan y 86 JIeTHEH JKCHIIMHBI MPU HMIUIAHTAIlUH
KapIuOCTUMYJIATOPA.

KnroueBbie mo3unuun

. Cerp Chiari 3HauWTeNnbHO  4Yamle BCTPEYAETCS B COYCTAHUU  C
MEXKITPEICEPHBIMI KOMMYHUKAIMSIMH, Ye€M U30JIMpoBaHHO. Beisiienue cetu Chiari
u yanuHeHHoro EK TOMMKHO CIyKUTh OCHOBaHHMEM JIJIs MpHIeabHoro moucka @O0,
AMIIII, mockoNmbKy Takue COYETaHUS IMOBBIIIAIOT PUCK Pa3BUTHS HWHCYJIbTA H
MUTPEHU C aypPOM.

. Jlns  omeHkn  Mecra  mpukperuienuss  cetm  Chiari Heobxoammo
MOJIUIIO3UI[HOHHOE HCCICIOBAHUE C BKIIFOYEHHEM HE TOJIBKO CTaHAApPTHBIX, HO H
IIPOMEXKYTOUHBIX IMO3UIMH, TaK Kak OObIYHBIE MecTa KperureHus cetd Chiari ne
MOTYT OBITh BU3YaJIM3UPOBAHBI B OJHOMN IIOCKOCTH.

. Knunnueckoe 3uauenme cet Chiari  ompenmensiercss  BO3MOXHOCTBIO
TpOoMOOIMOOTMYECKUX OCIIOKHEHHI (TpoMO iN SitU), nH(MEKIMOHHOTO YHAOKAPIUTA,
nuddepeHnraIbHO- TMarHOCTUYECKUMU TPYIHOCTSIMH C Pa3ITUYHBIMU

BHYTPHIIPEICEPIHBIMU 00pa30BaHUSMH (OMYXOJH, TPOMOBI, KUCTHI), BOZMOKHBIMU
npo0ieMamMu IpH SHIO0BACKYJISIPHBIX TOCTYNaX K CEpALLY.
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6.4. YONUHEHHbIW EBCTAXUEB KITANAH
6.4.1. AHATOMUA U SMBPUOJIOINA

EBcraxueB knanan (EK) winu knmaman Hwkeel mnoso Bensl (Valvula venae
cavae inferioris) — ocraTok 3MOPHOHAIBHOT'O MIPABOTO KJlallaHa BEHO3HOT'O CHHYCA.
Knanan npencrasisier co0oil ckiaAKy SHIOKapjaa IMUpHHOW B cpeaHeM a0 1 cwm.
Oyukuuss EK B sMmMOpuonanbHOM mnepuose — oOeclieueHHe TOKa BEHO3HOM
OKCHTCHHPOBAHHOW KPOBH W3 HW)KHEH MOJION BEHBI K OBabHOMY OKHY (puc. 4.4.1).
[locne poxxneHus mpu OTCYTCTBUM COOOIIECHHSI MEXIY MpeacepausiMu 3Ta (QyHKIHS
3aCJIOHKHU TEPSICT CBOC 3HAYCHHE U MOCTETICHHO PyAUMEHTHpYyeTcs.[ 8]

OpaneHan
EBcTaxmen amka

Wnanau §

Puc. 4.4.1. - 3D TT-Ox0oKI' B pexxumMe peanbHOr0 BPeMEHHU JAEMOHCTPUPYET
HanpaBJICHUE MOTOKA KPOBU M3 HUKHEH IMOJIOM BEHBI BOJIb EBCTaxmeBa KiamaHa K

MIIIT u oBanpHOMY OKHY (3aumcTBOBaHO U3 ValeT. A. et d., 2011 [407]).
[

Puc. 442 -  Anaromudeckas
Busyanusais  EK, mpomosmkeHueM
KoToporo  ciuyxut cerb  Chiari,

IPUKPBIBAIOIIAs OTBEPCTHE
kopoHapHoro cunyca (OO — oTBepcTre
opainpHOro oxHa, EK — EBcraxwuesn
kinanad, CX — cerp Chiari, TK —
OTBEPCTHUE TPUKYCIUIAIBHOTO
KJIaraHa, KC — OTBEpCTHUE

KopoHapHoro cunyca, HIIB — HuxHss
mojlasi BEHa B Pa3BEPHYTOM BHJIC)
(3ammcTBOBaHO M3 Jain A. et a., 2013

Amnartomus EK BapuabenpHa. 29
[TaTonoroanromuuecku HauboJee YacTo [397])
OTIHCHIBAIOTCS MEMOPAHO3HBIN TUII U B

8 - cM. JonoNHUTENbHBIE CBECHNUS B paserne ceth Chiari — smbpuosorus.
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Bujie rpedemika (xpedra) (puc. 4.4.2) [397]. Cpennsis qmuna EK okono 3,6 M.
V nmHeHHbIM cunTaercd kianad oonee 10 mMm ¢ nunanaszonom ot 1,5 o 23 u maxe 35
mm [398, 399, 400].

6.4.2.PACNPOCTPAHEHHOCTb

[Ipy  TNOMyNSAIMOHHBIX  HWCCIENOBaHUSAX C  ucnoib3oBanueM  OxoKI,
ynnuHeHHbii EK ompenensercs y 0,2 % wnacenenus [401]. YacrtoTa BBISBICHHS
ynnuHerHoro EK y mereit 17,6 — 25,9% (vamie B MIaamInX BO3PACTHBIX TPYIIAX 0
5-7 ner), y B3pocibix - 7,4% [402, 403]. Ilo manHbIM cekiimoHHOro Matepuana EK
obHapyxuBaetcs y 86% nereii [405] u 67,5% y B3pocisix [404].

6.4.3.9XO-KI-AUNArHOCTUKA

VYanuuennsii EK  Busyanmusupyercss npu  aByxmepHoit OxoKI' B Buzae
KJ1arma”ono00Hou crpykrypsl 6osiee 10 mm B III1 B oGnacTu BmajgeHus HUKHEH
noJioit BeHbl. EK MOXeT BBIMISIIETh KaK YUIMHEHHAs TIOJIBH)KHAS WIIM, HAITPOTUB, KaK
MaJIONOABMKHAsE MeMOpaHono100Has cTpykrypa. [Ipu 3Tom oTcyTcTBYeT 00bEeMHas
neperpyska MpaBbIX OTACIIOB Cep/lla, XapaKTepHas IJis 3HAUUMbBIX COPOCOB.

Xopolnyro BU3yaau3aiuio MOp(OIOTHU ITOM CTPYKTYPhI MOKHO TOJTYYUTh
npu BHyTpHcepaeuHoi (puc. 4.4.3.) u 3D-sxokapauorpaduu [405].

M HUHHAA Nonas
BEHE _____—4

e KOpEHb
TPMHKYCOMAENbHBIA
BOPTHI A
KAanaH h
= NPaBkIA
HENYAOUER

Puc. 443 - N3o0paxkeHne, TMOJy4eHHOE TPHU BHYTPHUCEPACUHOU
sxokapauorpadun. 3ou1a pacnonoxket B [1I1. Ha pucynke cxemaTu4Ho npeacTaBieHa
aHatomusi EK, BbICTymaromero u3 HWKHEW MOJIOM BeHbl B HWXHEHM 4dactu MIIII

(zammcTBOBano m3 ValeT. A. et al., 2011) [407].

Jns onTUMHU3alUKM BU3YaldU3allMM HUCIOJB3YIOT CYOKOCTAJIbHBIE TMO3HUIIMH C
JOKIM3AIMEd MECTa BIAJCHMS IIOJBIX BEH B MPABOE IPEICEPANE U BEpXyLICYHAas

YyeThlpeXKaMepHas mno3unua. B muddepeHnnanbHO-TUarHOCTUYECKUX CHUTYaLUsAX
npoBoutcs YI1-OxoKI (puc. 4.4.4).
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Puc. 4.4.4 — bukaBanbabie mo3uruu npu YIT-Oxo-KI' (IVC-awkHsS monas
BeHa, SVC — Bepxusas mnosas BeHa, LA —neBoe mnpeacepaue, RA — mnpaBoe
npeacepaue, AS — MexnpeacepaHas neperopojaka, Eustachian Valve - Escraxues
knamas, Crista Terminalis — norpaHu4HbIN IpeOCHb)

6.4.4. KIMHWYECKOE 3HAYEHUE

Yanunennsii EK He umeer cnenuduueckux KIMHHUYECKHX MPOSBICHHIM.
Knunandeckoe 3Hauenune yammHeHHoro EK ompenensercs acconuupoBaHHBIMH
OCJIOKHEHUSIMU, TIPEAKE BCEr0 TPOMOOAIMOOIMUECKUMH.

VYamnenusii EK MoxkeTr — cmocoOCTBOBaTh  BO3PAaCTaHHUIO  pHCKA
napajgokcanbHON 3MO0auH, accouurpoBanHoro ¢ OOO npu BOZHMKHOBEHUU TPaBO-
neBoro copoca kposu yepe3 MIIIT [406, 407].

[Ipy oOIHOBpEMEHHOM COYETAaHUU Tpex aHoManuii — ynamuHeHHoro EK,
aneBpusMbl MIIII u OOO y MOJNOABIX JMII YacTO OTMEYAIOT KIMHUYECKHE
MPOSIBJICHUSI B BHJAE 1e(aIru4eckoro CHHAPOMA, CHUHKOMAJIBHBIX COCTOSIHUH,
KOTOpBIE OMOCPETOBAHHO MOTYT PacCMaTpUBAThCS KaK CIEACTBHE MHKPOTPOMOO30B
B OosbiioM kpyre kpoBooOpaienus [402]. Kpome Toro cam EK MoxeT siBIsSITBCS
cybcTpaToMm miist 00pa3oBaHUs TPOMOOB, YTO aCCOMHHUPYETCS C TPOMOOIMOOIN3MOM
nerounoit aprepun [408, 409, 410].

Y mamumentoB ¢ EK Oonpmmx pa3sMepoB MOXKET TMOSBISATHCA ITHAHO3,
0OyCIJIOBJIEHHBIN TepeHanpaBiIeHUeM KpOBH U3 HIDKHEH mosiol BeHwl B JIII uepes
nedext MIIIT [411, 412].

Kpome Ttoro, mepcuctupyrommuii EK 6onpmux pa3smMepoB MOXKET BBI3BIBATH
OOCTPYKIIMIO HHXKHEH 1moioi Beusl [413, 414].

Onucanbl KIMHUYECKHWE ciaydan oOpasoBanusi Ha EK omyxoneBbix u
IICEBI0OMYX0JIEBbIX O0Opa3oBaHuii (MHKcoMa, ¢uOposnacTtoma, kucrta) [415, 416,
417], pa3Butus HHPEKIIMOHHOTO dHI0KapauTa [418, 419].

NmMmeroTcst gaHHBIE, YTO 3Ta CTPYKTypHas aHOMAalWs TMpEeapacrojaraer K
CYNpPaBEHTPUKYJISIPHBIM ~ apUTMUSIM, C HaumOoJiee BEPOATHBIM pedIeKTOPHBIM
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naTo(U3MOJIOTHYECKUM MEXaHHU3MOM BCIIEJCTBUE DPAa3ApaKEHUs] MEeHCMEKEpHBIX
oOpasoBanwmii npencepaus [420, 421]

YcranoBieHa  cBA3b  Mexay — yaumHeHHeiM  EK m mpomancom
aTPUOBEHTPUKYJISIpHOTO KianmaHa [422]. Takxke y obcnemoBaHHBIX ¢ 3Toii CAC
JOCTOBEPHO 4Yallle BBISBISAIOTCS J00aBOYHbIE MANMWJUISIPHBIE MBIIILbBI, a TaKXke
0azanpublie JIX [402].

6.4.5. ANATHOCTUYHECKUE OLUNBKW

OTaenpHO cleayeT YIOMSHYTh O BO3MOKHBIX JIMATHOCTUYECKUX OIIMOKaX U
MHTPAONEPAlMOHHBIX TPYAHOCTSX, CBA3aHHBIX C yIIuHeHHbIM EK.

Vanuuenuoii EK mpu  Ox0-KIT Moker OBITH OMIMOOYHO MPHUHAT 3a
NEePEropoAKy Mpu TPEXKAMEPHOM MpPEACEPANH, OMYyXOJb WU TPOMO Mpeacepaus
[423, 424, 425].

Puc. 4.4.5. — ®enomen «ractouknHa xBocta» rnpu UIl- Ixo-KI" (A) u TT-Dxo-
KI" (B) (3aumctBoBano u3 Yavuz T. et a. [423]). EK BusyanusupoBaH B BHJIC
pUTHAHON MeMOpaHOMOAOOHOH CTPYKTYyphl (cTpenka Ha puc. B) Mexmy JIeBbIM U
HPaBbIM MPEICEPAUIMU

B cnywae, xorma kiamaH MaJONOABHMXKEH, TO ecTh mnpupactaer k MIIII,
MOSIBJISIETCSL  AXoKapAuorpadpuueckuiit  PEeHOMEH  «IAaCTOUYKMHOIO  XBOCTa».
Cunonumamu 3TOoro ()eHOMEHa B JUTEpaType SBISAIOTCS “TMCEBAOTPEXIPEICEPIHOE
cepaue» u «ynasoeHHas MIIID» (puc. 4.4.5). JIo0aBouHYHO TKaHb MPHUPOCHIETO K
NEPErOpPOJIKEe  KJlalmaHa CIEAYeT OTIMYaTh OT MAalbIO3UIIMU, [JE€BUALIMM U
AHOMAJIBHOT'O MPUKPETUIEHUS IEPBUYHOMN MEPETOPOIKUA, KOTOPHIE YACTO COYETAIOTCA
C aHOMAJIBHBIM JIPEHAKEM JIETOYHBIX BEH, CHHAPOMOM THUIIOIJIA3HH JIEBOTO CEpILa U
ToHHENbHBIM OOO # Aal0T aHAJNOTUYHYIO SXOKapAHOrpaQUUEcKyr0  KapTHUHY
nanHoro ¢enomena. Ilpu coderanuum c¢ JAMIIIl cnumkoM — OJIWHHBIA - KjianaH
cnocoOeH mponukarh yepe3 aedekt B JIII u mpupactaTh K yCThsIM JIETOUYHBIX BEH.
Takue BapraHThl HEOOBIYHON MOPQOIOTUM TPUPOCIIETO K ApyrumM cTpykrypam EK
BBI3BIBAIOT 3aTPYJHEHUS MPH dXOKapauorpaduu, Co3Aat0T TPYIHOCTH XUPypraMm mpH

156



MaJOMHBA3MBHBIX  BMEIIATENbCTBAX W  [OBBIMIAIOT IIAHCHl MallMEHTa Ha
napajokcaibae amoonnu [426, 427, 428].
Omnucan ciay4yail ommOOYHON XUpPyprudyeckoil (hUKcaluu MEPCUCTUPYIOLIETO
EK, xoTopsriit 6611 mpunsT 3a MIIII, uTo mpuBeno k 0OCTPYKITMU MOTOKA U3 HIDKHEH
10J10¥ BeHbI [429].
C EK MoryT OBITh CONPSIKEHBI PsIi UHTPAOIIEPALIMOHHBIX 3aTPYIHEHUM MPHU:
- YpeCcKOKHOM 3aKkpbITHH Jedexra MIII [430, 431];
- UMIUIAHTAIIUHU 3JICKTPOIOB TP KapauocTumysisiimu [432];
- PAacKpbhITUM IPABOr0 MPEICEPAHOTO NUCKA MPH TPAHCKATETEPHOM 3aKpPBITUU
000 [433].
[TocneonepanuoHHBIA ~ TEPUOJT  MOXKET  OCJOXKHATHCS  (OPMUPOBAHUEM
PE3UAyaIbHOTO IIYHTA MOC/IC YCTAHOBKHU OKKITtoaepa [433].

6.4.6.3AKITFOYEHUE

» EK sBnsiercs pyIMMEHTApHOM, aHATOMUYECKU BaprualOeIbHON CTPYKTYpPOH.

e CumMnToMaTMka W KIMHUYECKOE 3HAYCHHE OMPEICISIFOTCS B OOJIBIIMHCTBE
ciydaeB acconuanueid ¢ mpounmMu CAC, TpyaHocTsMu B auddepeHmanbHon
auarHoctuke mpu OX0-KI', BO3MOXHBIMH OCTIOKHEHHUSIMHU, TPEKIEC BCETO
TpOMOOIMOOTUYECKMMHU, a Takke mpolieMaMu TMpU HHTPAOTIEPIIUOHHBIX
MaHUITYJISITUSX .
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7. MPONATICDbI KINNANMAHOB
7.1. OBLWHUE CBEOEHUA

e [lox mponaricom KianaHa MOHUMAIOT CMEIIEHHE €ro CTBOPOK MpU 3aKpbITHH (B
CUCTOy — JJIi MUTPAJbHOIO M TPUKYCHUAAIBHOTO WIM B AUACTONY — JUJIs
A0PTAJIBHOTO U MyJIbMOHAJIBHOI'0) 32 YPOBCHB KOJIbIIA KJlallaHa.

* [lponanc kjanaHa MOXET MPUBOAUTH K (OPMHPOBAHUIO €T0 HEJIOCTATOUYHOCTH,
T.€. MOSBJICHUIO PETYPruTaluy Pa3IMYHON CTENEHU BBIPAKEHHOCTH.

VYTomniieHue CTBOPOK MpU TMPOJIANICe MOXKET CBHUICTEIBCTBOBATH 00 UX
MHUKCOMATO3HOM  JIET€HEpalli, KOTOpash  XapaKTEepU3yeTcs  YTOJIIEHUEM U
nponudepanueil CIOHTHO3HOTO CJIOS C HAKOIUICHWEM TJIMKO3aMHHOTJIMKAHOB.
CHoOHTHO3HBINA CIIOH BbIAaeTCs B (prOpPO3HBII, UTpaAIOIIUil POJIb KapKaca CTBOPKHU, YTO
NPUBOJUT K CHIDKCHUI0O MEXaHUYeCKON MpOYHOCTH CTBOpOK. [loBpexaeHue
KoJulareHa xapakTtepu3yeTrcs ¢parMeHTalMreil KOJIJIareHOBBIX ITYYKOB B Mpenesiax
¢budpo3Horo cios. Habmomaercss Takke ¢parMeHTanusl 3JIAaCTUHOBBIX BOJIOKOH C
dbopmupoBanreM amMmop(dHbIX TIbI00K [434].

Ha CGI‘O,Z[HHIHHI/Iﬁ ACHb COINIACOBAHHBIX HOAHHBIX O PACIIPOCTPAHCHHOCTHU
IMpoJiarica Toro Wik MHOro KJjiaraHa B O6HICI>1 IMOIIYJIAIUU HCT. I[aHHLIe, IIPUBOAUMBIC
B KOTOPTHBIX UCCIICAOBAHUAX PA3JIMYHBI K 3a94CTYIO IIPOTHUBOPCYNBEI.

OCHOBHBIM METO/IOM JTMarHOCTHKH MPOJIANICOB KJIAMIAHOB CEp/illa B HACTOSILEEe
BpeMsisiisiercst AByMepHas | [-OxoKI'. OTHOCHUTENbHO COINIaCOBaHHBIE KPUTEPUH
JAMAarHOCTHKHU pa3padotanbl ceroans yumb s [IMK [435; 436]. Bo uzbexanue
TUIEPANATHOCTUKH Ba)KHBIM SIBJISIETCSI HCIIOJIB30BAHHME CTPOTO  OMPEIEICHHBIX
AXOKapAHOrpaUIecKuX TO3MIMMA, a TaKkKe COBPEMEHHBIX PEKOMEHIAIUi T
METOJUKE OLICHKH TSXKECTH PErypruTaiii NpU BBISIBICHUU IPOJANCOB KJIalaHOB

cepaua [437; 438].

[Iponarncel aopTanbHOrO, TPUKYCNUAAIBHOTO M IYJbMOHAJIBHOIO KJIAIAHOB
PEIKO BBICTYNAIOT B KA4yeCTBE CAMOCTOSITEIBLHON MATOJOTUM M B OOJIBIIIMHCTBE
ciay4daeB accoruupoBansl ¢ [IMK.

CoueraHne MUKCOMATO3HBIX MPOJIATICOB HECKOJIBKUX KJIAIMAHOB IO3BOJISIET
TrOBOPHUTH OKMHKCOMATO3HOM 00s1e3uu cepana» [439; 440], 0CHOBHBIM IPOSBICHHEM
KOTOpPOU ABJSECTCS NEepBUYHBIM Iponanc MK u B OCHOBE KOTOPOrO MOXKET JIEKATh
MyTalldd psiia YTOYHEHHBIX T'€HOB, KOAUPYIOUIMXOJWH M3 KOMIIOHEHTOB
COCMHUTEIILHOM TKaHH, Hanpumep, Gunamud A [441].
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Ha puc. 5.1 npencraBieHa aHaTOMU4YEcKas CXeMa KJIAlaHHOTO arapara
cepana [442]

KnanaH nEmYHom cTEONS P AOpTENEHBIA KNEnaH

HaMano npssoi BeHeYH iR

NeBaa BEHEYHEA SRTERKMA ARTERKM

MpaE&A BRHEYHAA SRTERMA

Kpai knanada (hudposHoe
KoneUn)

DGR 03HEIF CKENET CepaUE

MecTa npukpenneHmra
COCOYKO BB MBI L

hecTa NpMEp ENlEHUA
COCOHKD BbIE MBI L

u . TREXCTEOPHATEIN KNanaH
D EYCT BORHAT BIM [ MMT RNk HEN) P P
KR&NaH

Mydok THca (MROESAH A WUAA CMC TEMAE]

Puc. 5.1 IlnockocTh kiamaHoB cepana (cxema). Bum cepxy. [Ipencepaus
ynaneHbl. MecTa MPUKPEIUICHHsI COCOYKOBBIX MBIIIII] TOKA3aHbI KPYKKaAMHU.
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7.2.  MNPOJIANC MUTPANbHOI'O KNAMAHA
7.2.1. TEPMUHOIIOIMNA N HO30NOorIrunA

[Tponanc mutpansHoro kimamana (ITMK) — cmelenne MUTpaabHOM CTBOPKH
(cTBOpOK) OoJiee yeM Ha 2 MM BbIII€ YPOBHS (PHOPO3HOTO KOJIbLIA MUTPATBLHOTO
KJamaHa B JIEBOC TpeAcepaAne BO BpeMs  cuCTOlbl (IO pe3yibTaram
sXoKaprorpapudeckoro uccieaoanus) (puc. 5.1.1.)

3a moJsBeka, mpomeamux ¢ Tex mnop, kak J.R. Barlow c¢ coasr. (1963)
IIPOJIEMOHCTPUPOBAIN C NOMOIIBIO KMHOAHTMOTpaUu MUTPAIBHYIO PErypruTaluio
(MP), BBI3BaHHYIO NPOJIATICOM MUTPAIBHOTO KIANaHa, NpeACTaBlIeHHS 00 3TOM
3a00JIeBaHUU CYLIECTBEHHO U3MEHUIIHCD.

B mnocnennue roabl cungapom IIMK wuHTEeHCMBHO wu3yuaercss Onaromaps
yCIieXxaM MOJIEKYJISIPHOW TE€HETHMKH, BO3POCHIMM TEXHHYECKMM BO3MOYKHOCTSIM U
BHE/PCHUIO B KIMHHYECKYIO0 mpakTuky Dx0-KI' m kapmuoxupyruu [443]. Tem He
MEHee, MHOXXECTBO BOIPOCOB OCTaeTcs He pa3paboTaHHbMH. IIpexae Bcero
COXpaHSIOTCS Pa3HOIJIacus, CBA3aHHBIE C TEPMUHOJIOTHYECKUM pPa3zHOOOpa3zueM
onpenenenus [IMK, koropblii MoxeT paccMmarpuBaercs B KadecTBe 1- BapuaHTta
HOpMBI, 2- maioit anomanus cepaua (MAC), 3 - camoctosrensnoro HHCT, wu/unu 4
- TPOSIBICHUS TUICHOTPONMMUY MYTAHTHBIX T€HOB, OTBETCTBEHHBIX 3a DPA3BUTHE
menaenupyromux HHCT.

OtrcyTcTBHE B KJIMHHYECKOM  TMPAKTHUKE COBPEMEHHBIX  paboT 1o
ctpatudukauun pucka npu [IMK 3aTpyanser pemieHue MpakTHUYECKUX BOIPOCOB,
CBS3aHHBIX C TaKTUKOW BEACHHSA, DKCHEPTU30M Tpylda H TPOGIPUTOTHOCTH.
OcraloTcss HE OTKPBITBIMM MHOTHE BOIPOCHl JUATHOCTUKH, KOPPEKIUU U
npodecCUOHANIBHOTO TIporHo3a B BoopyxeHubix cunax Pb. OpHoTumnHas TakThka B
oTHOuIeHUU BeneHus mnauueHtoB ¢ [IMK o0ycnoBnuBaeT, ¢ OJHOH CTOpPOHBI,
HEJIOOIIEHKY pa3BUTHUS CEPBE3HBIX OCIOXKHEHUH (MH(QEKIMOHHBIA HSHIOKAPIUT,
MUTpaJIbHAsI HEJAOCTATOYHOCTD, KU3HEYTPOXKAIOUINE apUTMHH U Jp.), & C APYyrou —
NOTEHIIMAJIBHYIO OMACHOCTh POCTa HEOOOCHOBAHHBIX OIPAHMYEHUN U HEMPABUIHHOMN
OLIEHKH MEPCIIEKTUBHOCTH BOEHHOCIYKAIUX MO COCTOSIHUIO 340poBbsi. C Apyroi
CTOPOHBI, HECMOTpPSI Ha MOBBIIIEHUE KayecTBa JMATHOCTHYECKON YJIBTPa3BYKOBOM
arraparypsl, B HalleWd CTpaHe A0 CHUX NOp cyuiecTtByeT runepauarsoctuka [IMK y
JETEeH, MOJAPOCTKOB, YTO MOCIYKWIO CTUMYJIOM K M3YyUYEHUIO JAHHOUW MATOJIOTUU U B
MojiogoM Bo3pacte. Yacto HopManbHbIH BapuaHT («3Ixo-perHomen» [IMK)
OIMOOYHO NpUHUMAKT 3a «cuHApoM [IMK», uro oTpaxkaercs Ha NCUXHMYECKOM
3J10pOBbE, KAUECTBE >KM3HU JIMI] MOJIOJIOIO BO3pacTa, NPUBOJAUT K HEOOOCHOBAHHBIM
OTPAHUYEHHUSIM U TEPATIEBTUYECKUM MEPOTIPUATHSIM.

9 o
MnenoTponma — BANAHUE OAHOIO reHa Ha HECKO/IbKO d)eHOTMI'IVI‘-IECKMX NPU3HaKOB.
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7.2.2.PacnpocTtpaHeHHOCTb

Enunbie cornacoBaHHbIE TaHHBIE O PACIIPOCTPAHEHHOCTH MpoJiarca TOro uiu
MHOTO KJIanaHa B oOLIel MOMyJIsUY B HACTOSIIIEe BPEMs OTCYTCTBYIOT U 3a4acTyIO
npoTuBopeurBhl. COrIacHO MMUPOKO TUTUPYEMBIM JaHHBIM, OYOJIMKOBAaHHBIM
ACC/AHA u opreHTHpOBaHHBIMH Ha JTaHHbIe DPaMHUHIEMCKOT0 UCCIICTOBAHMS
(Framingham Heart Study), uctunnas pacrpoctpaneanocts [IMK B momysitum (¢
OrOBOPKOM Ha TO, YTO CPEIHUI BO3PACT JIMII, BKIFOUECHHBIX B HETro ObL1 56,7 11eT)
cocrasiset 2,5% (1,3 % nns knaccuueckoro [IMK u 1,1 % nis HekJ1acCHYECKOM
dopmer) [444].

Bbonee msarkue mpoduiii maToIoruu Co CTOPOHBI KianmaHa u IPYTUX
BHYTPHUCEPACUYHBIX CTPYKTYP C HE3HAUUTEIIbHBIMU PA3TUYUSIMU PACTIPOCTPAHEHHOCTH
[IMK B sTHU4Yeckux rpynmnax Hacenenus (2,7 % y xxureneit FOxuoit Asuu, 3,1 % —
y eBporeiines u 2,2 % y KUTalIeB) OCIIOPUIN PAaHHUE COOOIICHHUS O 4YacTOTe B 5-
15% u naxe 38% cpeau 310pOBBIX TOAPOCTKOB.

PerpocniekTHBHBIN aHATN3 TEHIEPHOMN N1€TEPMUHUPOBAHHOCTH PsJa APYTHUX
uccleoBaHmii mokassiBaeT, uto [IMK uarie BcTpeuaercs y sxenuus (7,6%), Hexenn
y MyxunH (2,5%). [Ipu atom pacnipoctpaneHHocTh [IMK u3aMeHsieTcs ¢ Bo3pacTom,
Yaiie BCero BBIABISACH B Bo3pacte /—15 ner. Cpeau ciopTcMeHoB dTa mudpa
3HAYMTEIBHO BapbupyeT - B npenenax 11-18% [445]. o nanusiM Poccuiickoro
uccienoanus PEITIJIMKA, n3y4aBmux maiydeHToB MOJIOJ0OTO BO3pacTa, 4acToTa
BcTpeuaemoctu [IMK cocraBuna 4,3% (knaccuueckuit [IMK - 1,3%) [446].

HecmoTtps Ha 10, uT0 wactota [IMK B 00mieii, a Takke AETCKOM MOMYISAIUIX
TI0 TTOCJICTHUM JIAHHBIM He TipeBbitaet 2,4% [447, 448], y nuil Ipu3bIBHOTO
BO3pAacTa 3TOT JUArHO3 BBICTABJISIETCS TOPA3I0 Yallle.

[Ipu aHanu3e JaHHBIX MO OCBUJIETEILCTBOBAHUIO I'PAXK]IaH YACTOTA BBISBJICHUS
I[IMK B macmitabe Peciy6nuku benapyces B reuenune 2007-2009 rr. npu npumnucke K
npU3BIBHBIM y4yacTKaM (B 16 neT) konebanach B npeaenax 4,9-5,6 %; npu npusbie
Ha CPOUYHYIO BOCHHYIO Ci1yk0y (B 18 -27 ner) — 7,6-8,1 %. C oaHOM CTOPOHBI,
clielyeT Npu3HaTh, YTO MACCUB CTATUCTUYECKUX JAHHBIX, COCTOSIINMI 13 OoJee uem
500 ThIC. OCBUIETENHLCTBOBAHHBIX JIUIL, SIBJISLJICS BeCbMa HEOAHOPOAHBIM. C npyroif —
UTOTOBBIA pa3Mep OTOOpaHHOM YacTH 00cIielyeMOoM MOy BCETO HACCIICHHS
ctpanbl coctaBui npaktudecku 100% ot o611ero KoanyecTna JIUil,
yIOBJICTBOPSIOIIMX KPUTEPUSIM BKIHOUCHHUS (BBIOOPKH il 16 — 27 jieT) U He ObLI
OCHOBAH Ha BEPOATHOCTSIX, YTO NPUOJIU3UIO0 TaHHOEe uccienoanue k PKU.

7.2.3.9TUOMNATOIEHES.
7.2.3.1. AHATOMUA MUTPAJIbHOI'O KJTATAHA.

Knananusiit kommiekc MK Bkirogaet ¢puOpo3HOe KOJIbIIO, CTBOPKH, XOPAbI U
ManWUIpHbIE MBIIIIBL. Takke JJIs €ro HOpMajdbHOTO (DYHKIIMOHUPOBAHUS BAXKHBI:
myckynatypa JIII, nepexonsamas B ctBopku MK, u myckynarypa JDK, B koTopyto
BHEJIPSIFOTCS MAMILISIPHBIC MbITIIIEI [ 449].
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Jlesoe npeocepoue. Mmokapa crenku JIII B BHae OTHEIBbHBIX BOJOKOH
IIPOHUKAET B KOJIBLO U ATPUAIBHYIO MOBEPXHOCTH 3a1Her cTBOpkHM MK. DT10 Moxker
MPUBOJAUTH K PACHIMPEHUIO KOJIbI]A U CMEIICHUIO 3aJHEH CTBOPKHU IMPU JTHIATALUN
JIIT w TOsBICHHIO, COOTBETCTBEHHO, MUTpanbHOW peryprutamun (MP). Ilpu
Mukcomaro3HoMm [IMK naGmromaercs cmeleHrue JUHUM KPETJICHUs 3aJHe CTBOPKHU
ot kousiblia MK B cropony JIIT (aTpuann3anus), 4T0 MOKET NPUBOIUTH K HAPYIICHUIO
¢ [EeJIOCTHOCTH ¢ (POPMHUPOBAHHEM TPOMOOB MJIH KanblimHO3a [450].

Mumpanvnoe koavyo. Kosbio MK B TOpU3OHTIBHON TMJIOCKOCTH HMMEET
dbopMy, HAMOMHUHAIOUTYIO JIATUHCKYI0 OykBYy D. B carurranbHO# MIOCKOCTH KOJBIIO
uMeeT cemsioBUAHYyI0 (GopMy. COOTBETCTBEHHO, UMEIOTCA 0oJiee BBICOKO M HHU3KO
JeXalpue  TOYKM  KOJblla  MUTPAJbHOIO  KJalaHa, 4YTO  BAXHO A
aXoKapanorpaduIecKoi JTUATHOCTUKU I[IMK, ITIOCKOJIBKY pa3iinyHbIE
IXOKaparorpaduuIecKue CCUCHHUs MPOXOIAT Yepe3 pasindyHbie (BBICOKO WM HH3KO
JeXxalue) Touku Kouiblia (puc. 5.1.2)

MNepegHe-zagHni
anamerp

BeicoTa

MerxKoMHCoy panbHbik
Anamerp

AL

Puc. 5.1.2 — Cennougnas popma konbiia MK. A4 u P — svicoxo nexcawue mouxu
rkonoya MK, PM u AL — nusxo nexcawue mouxu xoarvya MK, A — nepeonuti xpati xonvya, P —

3a0nutl kpail konvya, PM — 3a0ue-meduanvhas komuccypa, AL — nepedne-namepanvhas xkomuccypa
([451]; ¢ usmenenusmu Manesa 2.1 [452]).

Juametp kosbiia MK npu ¢pudposnacturoBoit Hegocratounoctu (POH) (cm.
HIDKE) He yBelndeH u cocTaBiser 28-32 mMm [453], npu Gonesnn bapioy (Barlow's
disease) - > 36 mm [454; 455].

Cmeopxu mumpanvroeo kianana. B Hopme cTtBopkr MK TOHKHME, MSTKHE,
nosymnpo3paunbie. [lepennss (cenrtanbHas) W 3aaHss (3aaHeO0KOBas) crBopkun MK
MPUOIM3UTEIBHO PABHBI 110 iomamu (4 — 6 cM”), XOTS B 3aKPHITOM COCTOSHHH
nepeaHssl CTBOPKA BU3YyalbHO BOCIIPUHUMAETCS KaK UMerolIas O0JbIINe pa3Mephl.

JIuaus cMbikaHuss  (KoanTalMiM) CTBOPOK HMMEET apKOBHIHYIO (opMmy.
Pasnuuaror nepegHe-laTepalbHY0 M 3aJHE-MEIMAJIBHYI0 KOMHUCCYPBI - KpailHHUE
YYaCTKU JIMHUM CMbIKaHUS. [IOCKONBbKY JMHUS CMBIKAHUS HE JOXOOUT 0 KOJbLA
MUTPAJIBHOIO KJlallaHa NpHOJU3UTENBHO Ha 5 MM, TO HET SIBHOM JIMHMM pa3jena
MEXIy 3aJHEld W TepeaHer CTBOpPKOM. MHorma B HOpmME CTBOPKH MOTYT JIETKO
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nporu0aThCsi 3a JMHUIO KOJIbLIA AaTPUOBEHTPHUKYJIAPHOTO KialaHa, HO 30Ha
KOAQITaIUH IPH TOM OCTAETCSI HUKE ypOBHsI KoJibiia [449].

3anHssl CTBOpKA, B OTJIMYME OT NEpEIHEH, MOoJpa3JeiseTcs Ha TpU TpeOHs
(cerMenTa) — JaTepalbHBIA, CPEOUHHBIA W MEAMAJbHBIN, M KPAaTKOCTH
ob6o3Hauyaemeble kak P1, P2 u P3, coorBercTBeHHO. [IpuMbIkatoiye Kk rpeOHsIM 3aHel
CTBOPKHM CETMEHTBI €IMHOM MepeaHel CTBOPKU 0003HAYAIOTCS, COOTBETCTBEHHO, KakK
Al, A2 u A3 (puc. 5.1.3).

B C Annulus

S

Leaflet

l\t.'ll

| =

Secondary

cord

s Papillary
muscle

Puc. 5.1.3 - Anatomuss MUTpajgpHOTrO KiamaHa. AC - mepeaHe-TaTepaibHas
komuccypa, 3C - 3agHe-menuanbHas komuccypa; A1-A3 — cermeHTsI iepeanei crBopku, P1 — P3 -
CErMEHTHI 3aJJHEW CTBOPKH.

B HekoTOpBIX Ciydasix MOXET HabIt01aTbCs BhIpAKCHHAS JUIIATallds KOJbIIA,
€ro KaJlblIMHO3, (puOp03 M KaTbLIMHO3 MOJKIANAHHBIX CTPYKTYp W MaNUJUISIPHBIX
Ml (darie nepeaHeit) [456].

[To popme mpoBucaHus pa3auyaroT JBa TUIIA MpoJarca: Ipu OJHOM CTBOPKH
KjanaHa BpIOyxaroT B mosiocTh JIII, HO cCOXpaHSIOT CHOCOOHOCTH K CMBIKAHHIO,
obecnieunBasi HopMmanbHyto ¢yHkiuio MK (ballooning - wamyBarommiics kiama);
Opy JIpYyromM - CBOOOJHBIM Kpail MOpPa)KEHHOM CTBOPKM B 3aKPHITOM COCTOSIHHH
BBIXOJIMT 3a JMHHIO CMBIKaAHUS, YTO Hen30eKHO nMpuBoAMT K mosisiacHuio MP (floppy
- MpoBHCarONIUH Kiiaman) [446].

Xopowr mumpanvrnozo knanana. ViccinenoBanue XopJaidbHOTO ammapara Mmpu
[IMK BbIsIBISIET BBIpRXKEHHYIO A€30pTraHU30BAHHOCTD B JCJICHUH XOP/ Ha BETBU U UX
KpEIUIeHUs] K OMNpeJ/IeJICHHBIM 30HaM CTBOPOK, YTO, Hapsiay C U3MEHEHHUSIMH CaMUX
CTBOpPOK, BHOCHUT CBOW BKIag B ero ¢opmupoBanue. [lpu nepBuyHOM
mukcomato3HoMm I[IMK (6one3nun bapnoy) HabmromaeTcst yUIMHEHHE, 09aroBoe MM
muddy3HOE YyTONIIEHHE U CTYyTHeBUAHBINA BU Xopa. [Ipu ®DOH xopasl yAJIMHEHBI U
HCTOHYCHBI, YTO MOXKET MPUBECTH K WX OTpbIBY (pucyHok 1.12) [453; 455; 456; 457;
458].
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7.2.3.2. TMCTONOIMMYECKAA KAPTUHA.

['ucronorundecku B crpoeHnn MK BBIAETSIOT TpH cinosi: GUOPO3HBINA (IUTOTHAS
COCIMHUTEIBHOTKAHHAS ~ OCHOBA, COCIMHEHHas C  xopaamu), (HUOPO3HO-
DJIACTUYECKUU CJIOU, NPEACTaBISAIONIMNA 000 BEHTPUKYJIAPHYIO IMOBEPXHOCTD
CTBOPOK; CIIOHTHO3HBIN - 0OTaThlidi MPOTEOTIMKAHAMH.

N3menenns MK mnpm IIMK BapepupyeT OT INpOCTOrO OTpbIBA XOP.BHI,
OPUBOJAIIETO K MpOJancy H30JUpoBaHHOTO cerMeHTa MK, coxpaHsoomero B
OCTaJILHOM HOopMalibHYI0 (opmy (pubposniactiuHOBas HegoctatouHOCTh, ®OH), Mo
npoJjanca HECKOJbKUX CErMEHTOB C BOBJIECYEHHEM OJIHOM WM O0EMX CTBOPOK IpH
M30BITOYHOCTH TKaHEW KIIallaHa W pacIIupeHuu Kojbla (0one3ns bapioy) (pucyHok

5.1.4).

OOH OOH+ HenonHaa ¢gopma BonesHb Bapnoy
/””; g W
+ - ot e
>

N3bbITOMHOCTL TKaHU

Puc. 5.1.4 — BapuanTsl u3MeHeHHH MUTpaibHOro kianana nmpu [IMK [453]
®OBH — pubposmacTHHOBAS HEIOCTATOYHOCTh

Qubposrnacmunosas neoocmamounocms (fibroelastic dysplasia, fibroelastic
deficiency) onpenensercs kak cocmosiHue HedOCmamKka GUOPULISAPHBIX CIMPYKIMYD 6
MUMPATbHOM KIANAHHOM KOMNJIeKce, KOTOPOE MPUBOIUT K OTPBIBY OJTHOM i OoJiee
HMCTOHYECHHBIX M YJIMHEHHBIX XOpJ, 4Yalle BCEro, CPEJUHHOTO TpeOHs 3aaHei
CTBOpKU. B omHOM ciydae mposiabupyrolire CEerMEeHThl MOTYT OBITh aOCOJIFOTHO
HOPMAJIbHBIMU IIPM HAJIMYKMM HM30JIMPOBAHHOW HCTOHYEHHOW Xopasl. B apyrom
cllydae B MpOJabUPYIOIIEM CErMEHTE pPa3BUBAIOTCA MHKCOMATO3HBbIE W3MEHEHUS
(HaKoOIUICHHE MYKOIIOJIMCAXapHUIOB B CIIOHTMO3HOM CIIO€), TPUBOIAIIME K €ro
YTOJIIEeHUIO (BTOPO# mpuMep Ha pucyHke 5.1.4).

['ncromornyecky MOBpPEXKACHUE KOJUIareHa XapakTepusyeTcsl ¢parMeHTaIei
KOJUIar€HOBBIX TMYYKOB B TMpenenax Quopo3Horo cios. HaOmromaercss Takke
(dparMeHTanys 3JACTUHOBBIX BOJIOKOH ¢ (POpMUPOBAHHEM aMOP(HBIX IIBIOOK.

Mukcomamosnass  Oecenepayuss  (M]J])  oOycinosiaeHa  nponmdepaiueii
CIIOHTHO3HOTO CJIOSI C HAKOIUICHHUEM TIUKO3aMHUHOTIMKAHOB. CHOHTHO3HBINA CIION
BbIIaeTCsl B (PUOPO3HBINA, BBHIMONHSIONIUNA POJIh KapKaca MUTPAIBHON CTBOPKH, UYTO
NPUBOJUT K CHUKCHUIO MEXaHMUYECKOW MPOYHOCTH CTBOPOK. YTOJIIEHHE CTBOPOK
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IpU MUKCOMATO3HOM JIETEHEPallii MOXET JIOCTHTaTh JIBYKPATHOT'O TIO CPABHEHHIO C
HOpMoii [452)].

[Iponecc MHMKCOMATO3HOM JET€HEpAllMM 3a4acTyld HE OIPaHUYMBAETCSA
ctBopkamMu MK u B marosorudeckuil mpoiecc BoBiIeKaeTcs (pruOpo3HOE KOMBIO H
xopasl. He MeHee BaxHO U TO 00CTOSATENHCTBO, uTO nepBuuHbiii [IMK odenp vacto
coueraerca ¢ napyrumu CAC, CBUICTENBCTBYIOIIMMH O CHUCTEMHOM JAedeKTe
COCMHUTENBbHOM TKaHU. Peubp mumer o yactom coderanum nepsuuHoro IIMK c
IpoJIaricaMy  APYTUX KJIAIIAaHOB, AHEBPU3MOM MEXIPEACEPAHON MNEPETOPOIKH U
ATAK.

7.2.4. dTNONOrnA

VYCIIOBHO cpeid NPUYMH BO3HUKHOBEHHs mepBuuHOro / Bropuunoro ITMK
BBIJICJIAIOT KJIAMAHHYI0, MHOKapIUalIbHYI0, HEHPOryMOPAIbHYI0 TEOPHIO /WK
dopmuposanue [IMK BcnenctBue nucbananca 3JEKTPOIUTOB U MAKPOIJIEMEHTOB.

1. Teopusa 6pooicOeHHbIX MUKPOAHOMANUL apXUmeKmypvl CTBOPOK, XOpA U
ATPUOBEHTPUKYJIAPHOTO KOJIbIAa, KOTOPhIE CO BPEMEHEM H3-3a MOBTOPSIOMINXCS
MUKPOTpaBM Ha (OHE TeMOJMHAMUYECKUX BO3JECUCTBUN CTAHOBATCA Oosee
BBIPAQKEHHBIMU, COMPOBOXK/JASICh W30BITOYHOM MPOAYKIMEHM B CTpOME KiarmaHa
KoJu1areHa npeumyiectseHHo |1 tuna.

2. Teopus nepeuunoco Oegpexma pazeumus COEOUHUMENbHOMKAHHO20
annapama MK. CormnacHo stoit Teopun nedext paszputusi CT crBopok MK cBsizan ¢
MUKcOMaTo30M. OJHAaKO JaHHasg Teopus HE MOATBEPXKAACTCA  JTaHHBIMU
AMUIEMHOJIOTUYECKHAX HCCIIEIOBAHUM 4acCTOTBI [IMK B nporiecce
oHTOreHeruueckoro pa3surtus. CormnacHo nanHout reopun [IMK nomxen BcTpeuatbest
yamie y JeTeld paHHEro BO3pacTa, 4YTO HE MOATBEPKIAACTCA MOMYJISIIUOHHBIMU
UCCIIEJOBAHUSIMU.

3. "Muokapouanvraa" meopus OCHOBaHAa Ha TOM, 4TO y OonbHBIX ¢ [IMK
0OHapY>KUBAIOT MPU aHTHOTPahUUECKUX HCCIETOBAHUSIX U3MEHEHUSI COKpAIIEHUS U
paccnabnenns JIK (HmkHe-0a3ampHBI THUIOKHHE3, HEANEKBATHOE YKOPOYCHHUE
nuHHOM ocu JUK, rumnepkuHes, NpexIAeBpEMEHHasl pejlakcalus MEPEeHEN CTEHKU
JDK). Takue BapuaHThl aCHHEPIHUYECKOTO COKpAIEHHs W PaccialieHUuss MOTYT
npuBoaAUTH K AucPynkuuu MK u ero nposucanuto B JII1 Bo Bpemsi CUCTOIIBI.

4. Teopus HapywieHus obOMmeHa Muxpodiemenmosd. VI3BecTHO, 4TO AePUIIUAT
MarHus CHUKAET AKTUBHOCTb MarHuii-3aBUCUMOMN aJICHUJIATUHKIIA3bI,
obecnieunBarole yaaneHue nedekrnoro kouiarena [459] u BiauseT Ha cmocoOHOCTD
¢udpodaacToB mnpoayuupoBath koiuiareH [460]. HecoMHeHHa poyib MarHusi B
(GYHKIIMOHUPOBAHUHM BET€TATUBHOW HEPBHON CHCTEMBI, MOCKOJIBKY ACHHUIIUT MOHOB
MarHusi CHOCOOCTBYET TOBBIIICHUIO YPOBHS KAaTEXOJAMHUHOB IUIa3Mbl KPOBH,
M3MEHEHHIO TOHYCa MaMWUISIPHBIX MBI ¥ popmupoBanuto [IMK.

5. Teopus napywienusi K1anauHou uHHep8ayuu, BOSHUKAIOIIEH MPU pa3InYHbIX
BETE€TAaTUBHBIX U TCUXOAMOIMOHAIBHBIX HAPYUICHUAX. YCTAaHOBJIEHA TECHas
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B3auMOCBsA3b Mexay [IMK u mannueckumu paccTporcTBaMHu, HEPBHOM aHOPEKCHUEH.
Opnnako, stnonarorene3 [IMK B cBs3n ¢ HapylmeHHOM KJIallaHHOW WHHEpBaLMER
O0onee cnoxeH. Tak, mpu HEPBHOM AHOPEKCUU HApALY C HWHHEPBALMOHHBIMU
AHOMAJIMAMM ONpENEeTCS HapylleHHhe OOMEHa BEIIECTB M MHUKPOAJIEMEHTOB,
TJIABHBIM o0OpazoMm THOTIOHATPUEMUS, TUIOKAIHEMUS, TUIIOXJIOpEMUS,
runodocdaremMusi, TUMOTIIMKEMUS U TUIIEPA30TEMHUS.

6. Teopusa «knanaumHo-24ceny0ouKkosol oucnponopyuu. JlaHHas npudyrHA
oOycnaBnuBaeT Bo3HUKHOBeHHE [IMK npu OGONBIIMHCTBE BPOXKIEHHBIX MOPOKOB
cepana (BIIC), compoBoxkmarommxcsi "HEXOTpy3KOH" JIEBBIX OTHEIOB CEpla:
aTPUOBEHTPUKYJISIpHAsT KOMMYHUKALMs, Ne(DEKT MEXMNPEICEepAHON MEPEeropogku U
Ap-

Taxum obpazom, Ha CErOHSIIIHUN JICHb IIMK CUYHUTaACTCA
HOJUATHOJIOTMYECKUM 3a00JIeBaHUEM, B T€HE3€ €ro UMEIOT OOJIbIIOe 3HAUYEHUE Kak
IeHETUYECKUE TaK U BHEUIHecpeoBble GakTopbl. Kaxkaas U3 npuBeIeHHBIX THIIOTE3
Bo3HUKHOBeHUs1 [IMK Haxonut moaTBepKIeHUE B KIMHHUKE, YTO U O0YCIIaBIMBAET
deHoTUnMYeCKuil MOTMMOPPU3M CHHAPOMA.

7.2.5.KNACCUDPUKALINA

Enunoit knaccudukanmm [IMK B Hactosimee Bpemst He cymectByeT. B MKb
X-ro nepecmotpa [IMK durypupyer nmox mudppom 134.1. «Cunnpom [IMK» BHEceH
B katasor OMIM (Online Mendelian Inheritance in Man — pexum oHaiH
MEHJICIUPYIONICH HACJICJCTBEHHOCTH 4YelloBeKka) HalmoHalbHOTO IEeHTpa TIo
BOMpPOCaM OMOTEXHOJOTUYECKON NH(POPMAIIUH.
l. B OonbmmHcTBe Kinaccudukanuii umeercs pasaenenue [IMK nHa nmepBuyHbIi
U BTOpUYHBI [461; 462; 463; 464 ].

IlepBu4HbII IIMK ABJIAECTCSA CaMOCMOAMEeNbHbIM 2enemu4ecKu
O0emepMUHUPOBAHHbIM 3a00/e6aHuemM W TIOIPA3ACISICTCS B CBOKO OYepe/lb, COTIACHO
pexomenpanusam ACC/AHA, Ha cemeitnotit u necemennwiii (ciopaanueckuii) [462].

Kommenmapuu. Ilepsuunvui IIMK sBnsercs HacnenyembiM HapymieHuem CT
[465]. TIMK paccMaTpuBaeTcsi Kak TE€HETHYCCKHM TIeTEpOreHHas MaTOJOTHsS C
ayTOCOMHO-JIOMUHAHTHBIM  THUIIOM HaCJIEJOBaHUS u BapuaOEIbHOCTHIO
neHetpanTHocTu 30-50%, 3aBUCUMOIT OT moa U Bo3pacta. MneHTudunupoBansl Tpu
CaMOCTOSITENIbHBIX TeHHBIX JIOKyca Ha 16, 11 u 13 xpoMocoMax, OTBETCTBEHHBIX 32
pasButue coorBercTBeHHO [IMK 1-3 (MPV1-MPV3) [466; 467]. CBs3anHas ¢ X-
xpomocoMoii perieccuBHas popma [IMK, usBectHast moa Ha3zBaHueM X-ClICTUICHHAs
MUKCOMAaTO3HO-KJIamaHHast  nuctpodusi,  Oojee  peakoe  3a0o0jieBaHUE  C
HeOIaronpusaTHLIM NMPOrHo30M. HegaBHO ObUIM BBISBJICHBI MyTallUM reHa (uiiaMuHa
A, OTBETCTBEHHBIX 3a JaHHyI0 matojoruio [468]. B memom u3BectHo Oonee 16
KaHJIUJIAT-TCHOB, OTBETCTBEHHBIX W/WiIM mpuYacTHbIM K passutuio [IMK, a
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yKa3aHHbl€ T€HHbIC JIOKYChl TOJBKO JIMIIb TEpBbIE IMIArd K HICHTUPUKALIH
OKOHYATENBHOTO Je(heKTa.

Bropuunbilii IIMK wMoxer ObITb 00yCHOBIEH pPa3sHOOOpPA3HBIMH NpPUYHMHAMH,
npeACTaBICHHBIMU HIDKE B Ta0. 5.1

Ta6. 5.1
OcHoBHBIEe 3a00J1€eBaHUSI WJIH COCTOSIHUSI, ACCOIMUPOBAHHBIE C BTOPHYHBIM

MK (J.B.Barlow, 1987).

PeBmatnueckuil 3HIOKapIUT
Nmemuaeckas 001€3Hb cepia
Kapanomuonarumn

TpaBma cepaua

Mukcoma 1eBoro npeacepaus
AHeBpH3Ma JIEBOTO JKEITYI0YKa
Bpoxnennbie mopoku cepama
Y3€IKOBBIN NIEPUAPTEPUUT
CucremHas KpacHasi BOJTYaHKA
OMduzema Jerkux
THUpeoTOKCUKO3

CnoptuBHOE cepale
Muacrenus

CunapoM NpsSMON MBIIIIIBI
Bo3BpaTHbI IOJIUXOHIPUT

Cunnpom BumeOpanara
TpombonuTonarus

Murpenn

['unomaranemust

Hespo3ssr

Bererococyaucras nuctonus
CunapoMsbl TpeABO30YKACHUS
Cunapom ymyienenHoro QT
Cunnpom TepHepa

Cunnpom HyHnan
BpoxaeHnHble HapyeHUs
obmena (c-MblI XaHTepa,
oone3nr ®abpu u mp.)
Cunopom Mapghana
Cunopom Inepca-/lannoca

Kommenmapuu. Bropuuneii [IMK BcTpeuaercsa game, yeM nepBUYHbIN. [[ns

ropuuHoro IIMK xapakrepHbIM MOP(OIOrHYECKUM MPU3HAKOM SIBIIIETCS MECTHOE
(GHOPOIITACTHUECKOE YTOJIIEHUE HIDKHEH MOBEPXHOCTH IMPONAOHPYIOIIEH CTBOPKU
IpH THCTOJOTHYECKON COXPAHHOCTH BHYTPEHHHX €€ ClIoeB. IIOBBIIIEHHAS 4acToTa
I[IMK mnpu Oone3nn BusuieHOpaHma W APYrHX KOAryJoONaTHSX, pa3IdYHBIX
BBILIIENIPUBEICHHBIX  3a00seBanusax CT MOATBEPKIAIOT KOHIICMIIUIO, COTJIACHO
KOTOPOM  BBICOKast  pacmpocrpaneHHocTh IIMK —  pesymbrar  jgeeKTHOTO
SMOpHOreHe3a KJIETOK  ME3eHXHMAJIbHOTO  MPOMCXOXaeHus. [loatomy  mpwu
monoreHubix HHCT (cunmpome Mapdana u ap.) IIMK mnpenmmaraercs Taroke
OTHOCHUTb K TPYIIIC BTOPUYHBIX MPOSABICHUHN, XOTs €AMHOTO B3IJIsL1a Ha 3TOT BOIPOCE
1oKa He BeipaboTaHo [462, 463)].

Il - Ilo umanuuuro cucmemmnozo eoeneuenus coeounumenviou mranu (CBCT) mna
OCHOBAHUU WIKANbL CUCMEMHBIX NPU3HAKOS, TIPEICTABICHHBIX B HOBOM MEPECMOTpE
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'eHTCKHX KpuTepweB cuHApoMa MapdaHa, U B KadecTBE IOINBITKH OOBEIMHHTH
pa3JIMYHbIC STHOMATOTeHEeTHYeCKHe Kitaccupukanm [446; 469].

1. IIneiiomponnoe nposaenenue nekomopwvix riaccugpuyupyemvix HHCT
(cunapomel Mapdana, Dnepca — Jlanno wu jap.). PaccmartpuBaercss Takke B
ctpykrype MASS — cunopoma (MASS SYNDROME, OMIM 604308); cHHOHUMBI:
MASS — penorun (MASS PHENOTY PE); nokyc Ha xpomocome 15021.1.

2. CamocmoamenvHvlil KIUHUYECKUW W HPOZHOCMUYECKU 3HAUUMDLIL
cunopom:. tniepsuunbiii cemeiinbiii [IMK (familial mitral valve prolapse — MIM
157700), nepBuuHbiii MukcomaTo3Hbii [IMK (myxomatous mitral valve prolapse —
MIM 607829 wnu 610840) — npu omcymcemeuu npusHako8 00HO20 U3 MOHO2EHHbIX
HHCT, 6 cnyuae 6viagnenusn y auy monooozo sospacma IIMK ¢ eemoounamuuecku
SHAUUMOU MUMPAIbHOU pecypeumayuet uluiu MuKcomamosHou OezeHepayuell
CMBOPOK.

3. Manaa cmpykmyphasa anomanusa cepoya, 4acTo CONPOBOXKIAIONIAS APyTHe
KIaccupuuupyeMble U HeKJIacCUpUIMpPyeMble IUCIUIACTUYECKUE CUHIApOMBI. [Ipu
uckimodenun cunapoma I[IMK, morpanuuHoe mposiabupoBaHUE CTBOPOK, 0€3 HUX
YTOJIIEHUS] U 3HAYMMOW MUTPAJIBHON PErypruTaliid MOXET OBbITh PAClEHEHO Kak
OJIUH M3 BAPUAHTOB MaJIbIX CTPYKTYPHBIX aHOMAJIUU CEpALA.

Kommenmapuu. B Hanmonaneueix poccuiickux pexkomenmanusx mo HHCT (co
cchulkoii Ha ['eHTckMe kpurepuu cuHapoMa Mapdana) coueranune I[IMK ¢
pactmmpenueM aopThl u npuzHakamMmu CBCT B 7 u Oonee 0amuioB /laeT OCHOBaHUE
paccMaTpuBaTh €ro B KadyeCTBE IUICHOTPOIHOTO MPOSIBICHHUS (T.€. CBSI3aHHOTO H
BTOpHUYHOTO MO oTHomeHuto k CM). Crneayer HOAYEpPKHYTh, uyTO Juiib 1-2%
(0,25%) manmenTto ¢ [IMK mnmerot ogao u3 monorennbix HHCT [465].

[Mpu wuckmouennu cuHgpoma wu/mnu nepsudHoro I[IMK, mpomabupoBanme
CTBOPOK, 0€3 X yToJIIeHusT 1 3HaunMoii MP, MokeT OBITH pacIieHEeHO KaK OJIMH U3
BapuaHTOB CAC, KOIMYECTBO KOTOPBIX, KAaK H3BECTHO, TECHO KOPPEIUPYET C
KOJIMYECTBOM BBISIBIISIEMbIX BHEITHUX TPU3HAKOB nu3dMOpuorene3a [470]

Eme onuH mpumep cummesa sxoxapuoozpaguuecko2o u mMop@honocuyecko2o
nooxo0o6 k ouacnocmuxe [IMK Owvin npeanpunst  Griffin B.P. (2009) [471] B
PYKOBOJICTBE TI0 KJIAIIAaHHBIM MOpOKaM cepia [464] B Buie cxeMbl, PEACTABICHHOM
Ha pucyHke 5.1.6.
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Puc. 51.6 — CoornHomenne Mmukcomaro3a (A) u sxokapauorpaduuecku
JIMarHOCTUPOBAHHOIO TIpojiarica MuTpaibHoro kiamnaHa (B). OObscHeHHe B TekcTe
[29].

Ha pucyHke mnpeacTaBiIeHO COOTHOIICHHWE MHKcoMarto3a (A) W mposarca
mutpasibHoro kinanana (B). 3ona mepecedenuss kpyroB (C) — 3T0 MHKCOMATO3HBIN
I[IMK. 3ona B — Hemukcomaro3nblii (Heximaccudeckuii) [IMK, a 3oma A — Gosee
pEelKOe COCTOSHUE, IOKIMHHYECKAas CTajus MHUKCOMaro3a, 10 (HOpMUPOBaHUS
nponanca. OOnacte D onuchIBaeT MAIMEHTOB BBICOKOTO pHUCKA, C OOJIbIICH
BEPOSITHOCTh ~ Pa3BUTHUSl  OCIOXKHEHHH, TaKMX Kak — TsDKelTas MHUTpasbHas
HEJOCTATOYHOCTbh, TPEOYIOIIask XUPYPruiIecKoro BMemareibeTBa (oomacts E).

|11 - Ha ocrosanuu IXO-KT kpumepues™:

YToJIIIeHHE CTBOPOK B JUACTOJY

o «knaccuuyeckuin» IIMK - 5 MM u Oonee, CBUAETEIbCTBYIOIIMNA 00 HX
MHMKCOMATO3HOM JIeT€HEPaIUH;

o «nexnaccuueckui» [IMK - 6e3 mMukcomaTo3a Ipu NpojJadUpPOBaHUSI 3 MM H
ooiee;

o «geposamubtit» [IMK - morpaHuyHbIe CTETIEHH MPOTUda CTBOPOK, paBHbIE 2 MM
WIH MEHEe.

Jlokanu3arus nposabupoBaHUS: nepeoHsis, 3a0Hss, 00e CIMBOPKLU.

Crenens nponabupoBauusa. 1-2 cmenenv — 36 mm, 2-1 cmenenv — 69 mm, 3-a
cmenenb — bonee 9 mm.

CrerneHbh MUTPATLHON PETYPTUTAIINU: Nepedst, BMOpasi U Mpembsl Ceneru

Kommenmapuu. 110 MHEHMIO HEKOTOPBIX aBTOPOB, HE CIENYET BKIIOYATH B
nousitue [IMK morpannynbie cTerneHu nporuba cTBOpoK (< 2 MM), HMOCKOJIBKY

1 Takas Knaccudumkauma, OCHOBaAHHAA WCK/IOYUTENbHO Ha JAaHHbIX IxoKl-obcneposBaHus,
npeanosiaraet, YTO HEOBXOAMMO B Ka*KAOM KOHKPETHOM C/ly4yae NpoBoauTb auddepeHLunanbHblii gMarHo3
MeXAy BO3SMOMKHbIMU MPUYMHAMM, nexalmmm B ocHose NMMK.
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BBISIBIICHO OTCYTCTBHE CBSI3M C YTOJIIIEHHEM CTBOPOK, MP, yBenmuenuem JIII,
KJIANIAaHHBIMU OCJIOKHEHUSIMU WM JajdbHenmen nporpeccuend. OQHako, UCXOId U3
TOTO, YTO MUKCOTMATO3HAs JIETCHEPAIHsl MOKET BCTPEYATHCS W MPU MUHUMATHLHOU
CTEIIeHH MpOJadupoBaHus CTBOPOK, 3emuoBckuii D.B. ¢ coasr. (2012), cuurator
1e71ecoo0pa3HbIM, TOMUMO KJIACCMYECKOT0 M HekJaccuueckoro apuaHToB [IMK,
BBeCTH MOHsATHE «seposimubiti» (Possible) [IMK (mpu nponarnce Ha 1-2 mm). Takoi
110J1X0]1 ObLT BIIepBbIC MCIob30BaH B uccienoBann CARDIA, 1999r. [472].

He6onbiras crenenp mposadbupoBanus (10 2 M), T.H. «BeposTHbIiii» [IMK,
OTCyTCTBUE TNpU3HaKOB MP u yTouieHus CTBOPOK IMO3BOJSIET paccMaTpPUBATh ATY
Ox0KI'-HaxoaKy Kak oaHy u3 Majbix anHomanwuii cepana (MAC).

Knaccuueckne mpomnarncel MOTyT OBITh pa3felieHbl Ha CHMMETPHUYHBIE W
ACUMMETPHUYHBIE, B MTOCJICTHEM CITydae MPOTHO3 XyKe B CUITY BEPOSITHOCTH pa3pbiBa
HATSHYTBIX XOPJ U PA3BUTHUS MOJIOTSIICH CTBOPKH.

7.2.6.KMMHUYECKAA KAPTUHA

Heob6xoaumMo MOMHHUTH O BO3MOXKHOCTH MHOTOOOPA3HOTO KIMHHYECKOTO
crektpa npossieHuid [IMK — oT OTCyTCTBHSI CMMITOMOB INpPHU HEKJIACCHUYECKOM
IMMK u/uau TIMK, BeicTymaromum B kadectBe MAC, 1o Tspkenoir MP u nposiBiacHwmi
XCH npu knaccuueckom [TMK.

OcCHOBHbIE HamNpaBJCHUS MO U3YYECHUIO KIMHUYECKOIO CIEKTPa MOKHO
CTPYIIHPOBATH CIEAYIOINIMM 00pa3oMm:

e  BhIsABICHHE AUCHYHKIMK BereTaTuBHOW HepBHOM cuctembl (BHC);

e onpeneneHue GeHoTUNa U PU3NYECKOro pa3BUTHS,

®  H3MEHEHUs CEepPAECYHO-COCYAUCTON CUCTEMBI,

® [OJUOpPTaHHbIE  HAPYIIEHUS W  aCCOLMUPOBAHHBICE CHUHIPOMBI U
3a00JIeBaHUs.

1. Tucpynkyusa BHC 4dacto onpenensieT Xxapakrep CyObeKTUBHBIX OIILYLICHUI
naiuenta ¢ [IMK [473; 469; 474].

Bonulouckomgpopm 6 npexapouanvruoi odnactu. Yacto COMPOBOXKIAIOTCS
TPEBOTOM, CTpPaxOM 3a CBOIO JKU3Hb, pa3IPaXKUTEILHOCTHIO. YUalllEHHOE
cepaueduenue, nepedbou B paboTe cep/ilia BO3HUKAIOT B MOKOE, MHOT/Ia HOYbIO, MPU
(bu3nyUecKoil Harpy3Ke uc4Ye3aroT.

Pecnupamopuvie paccmpoticmeéa, 6 mom uucie TUNEPBEHTUISALUOHHBIN
CHHJIPOM, KOTOPBIM MOXET SBIATHCH Kak mpusHakoM auchyskiuun BHC, tak wu
CIEACTBUEM BPOXKIACHHBIX OPraHMYECKUX HM3MEHEHUN Tpaxeu, KPYHHBIX U MEJIKUX
OponxoB. Y uswmm moxwuioro Bo3pacta ¢ [IMK onpimka dame o0ycioBieHa
pa3BHUTHEM CEpCUHOI HemocTaTouHoCTH [475].

Heseponocuueckas cumnmomamuxa. TOJOBOKPYKEHHUS, TOJOBHBIE OOIH
MUTPEHETIOJOOHOTO XapaKTepa W Pa3BUTHE MPECUHKOMAIBHBIX M CHHKOIAJIBHBIX
coctostHui. TunnunabiM npusHakoM [IMK cunrtaroTes «raHndecKkre aTaku.
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IIpeobnaoarom  nuunocmuvle yepmsbl ACTEHUYECKOTO, HEBPOTUUYECKOTO,
UITOXOHJIPUYECKOr0 XapakTepa. Y IMAalMEHTOB BBIABILIIOTCS NPU3HAKU JUIATEIBHOTO
CTOMKOrO COCTOSIHUS 3MOLMOHAJIBHOM HAINPSIKEHHOCTH, YTO COIPOBOKIACTCS
IUIOXMM CaMOYyBCTBHEM, TMIIOAKTHBHOCTBIO M IUIOXMM HacTpoeHneMm. Hepenko
ONPENEIAOTCS EPECCUBHBIE PACCTPOKCTBA.

Cocyoucmole Hapyuienuss B KOHEYHOCTAX MPOSIBISIIOTCA W3MEHEHUEM ILBETA
KOXU (OJIGAHOCTh, CHHIONIHOCTh, MPAaMOPHOCTB), TMOXOJOJAHHEM H OHEMEHHEM
najableB Kucted u cron (cuuapoM PeiiHO), mokaibIBaHHEM, MOKCHHEM KOXH B
JUCTAJIbHBIX OTJIEJIaX KOHEYHOCTEH.

Jlabunonocms apmepuanvhoco oaenenusi (A/]) — TpaH3UTOPHOE MOHIKEHHE
win  noBbllieHue  AJl,  BBI3BAHHOE  CHUTYal[MOHHBIMU  pacCTPOMCTBAMH,
METEOYCIIOBUSAMH, TOPMOHAJIBHBIMA  M3MEHEHUSAMM, HE  COIPOBOXKIAIOIIEECS
npU3HAKaM¥ CTAOMIILHOCTH M TIOBPEKICHUEM OPTraHOB-MUIIICHEH.

Cycmagnou cunopom, BBIBUXH U MOJBBIBUXH B KOJIEHHBIX, JIOKTEBBIX CyCTaBax
MOTYT Ha0JII0IaThCS BCIIEICTBUE TUIIEPMOOMIBHOCTH CYCTaBOB.

MoryT HaOmIO#aThCA HapyweHus QyHKYuU HceayoouHO-KUUEeYH020 mpaKmad,
WU3MEHEHHSI CO CTOPOHBI MOYEBBLACIMTEIBHOM CHUCTEMBI M IIO0YEK, PACCTPOMCTBA
TEPMOpEryJisilud (PYHKIIMOHAILHOTO XapakTepa. HapylieHus TepMoperyisauuu u
BereTaTuBHAs AUCHYHKLHS HEPEAKO BEAYT K MOSBICHUIO OJIETHOCTH U MPaMOPHOIO
PUCYHKA KOXH.

I'emoppazuueckuti cunopom TPOSIBISAETCS B BUJIE HOCOBBIX KPOBOTEUYEHHIA,
METeXUATBHO-TISITHUCTBIX KPOBOUBIHUSHUNA B KOXY, JJIUTCIbHBIX H/UIM OOMIBHBIX
MEHCTpPYalIbHbIX KPOBOTEUEHUH, MOBBIILIEHHON KPOBOTOUHUBOCTH JIECEH, NJIUTEIbHBIX
KPOBOTEYEHUN MPU NTOPE3AX.

2. Onpeoenenue ¢penomuna u @usuueckoeo pazeumusa. Ilpu ocmorpe
MAIMEHTOB CJIEIYyEeT 00paliaTh BHUMaHUE HA UX TEIOCIOKEHUE 1 BHEITHUE MPU3HAKU
HHCT. BeposiTHOCTh KJIMHHUYECKH U TemoauHamuuyecku 3Hauumoro IIMK kpaitne
HU3KA Y JIML, HE UMEIOIIHUX BHEIIHUX CTUIM JU33MOpPHUOTeHe3a U HE MPEABSBIISIIOLIUX
»ka100. OObaHO manueHTsl ¢ [IMK mMeroT acTeHrm4Yeckoe TENOCIIOKEHHE, HU3KUU
MHJIEKC MAaCChI TeJa, HEA0CTATOYHO Pa3BUTYI0 MycKynatypy. [IMK moxer nmporekars
KaKk 0€3 CYIIECTBEHHbIX CHUCTEMHBIX HApYIICHUH, TaKk U C BBIPAKCHHBIMU
npusHakamu CBCT. Ilpu ¢penotunmueckom u GU3MKaIbHOM OOCIIEI0BAHUM yAAETCS
BBISIBUTH KOCTHBIE, KOXKHbIEC U cycTaBHbIe pu3Haku CT/I.

Cample XxapakTepHbIE M3MEHEHHUSI CKEJeTa — AapaxXHOJAKTHWIIMS, apKOBUIHOE
HEOO, BOPOHKOOOpa3Has WM KWJIEBHIHAA JIedopmanuu rpyqHo kieTku. Yacro y
TaKUX MAUUEHTOB BBIABISIOTCS Pa3JIMUYHbIC HAPYLIEHUS OCAaHKH, CKOJHUOTHYECKas
nedopmaiyisi MO3BOHOYHWKA, KPBUIOBHJIHBIE JIOMATKU W IUIOCKOCTOIHE, a TaKXKe
CHUHJIPOM IpsIMOM cnuHbI. K XapakTepHbIM IpU3HAaKaM BOBJICUECHUS KOxU npu [IMK
OTHOCATCA €€ TMOBBIINICHHAS PACTSKUMOCTh, HaJIWYMe aTpOUUECKUX CTPUH, HE
CBSI3aHHBIX C O)KUPEHUEM WK OepeMeHHOCThIO. [IposiBienneM ciabocTu cocyucTon
CTEHKM MW HEIOCTAaTOYHOCTH KJIAIIAHHOT'O allllapaTa BEH SBIBIIOTCS BapUKO3HOE
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paciipenue BeH U remoppoit. CiiabocTh CBSA30YHOTO ammapara MOXKET MPOSIBISITHCS
HAJIMYKUEM TPbDK PA3IMYHOM JIOKAIU3AUU U THIIEPMOOMIIBHOCTBIO CYCTaBOB.

3. HU3zmenenus cepoeuno-cocyoucmoi cucmempl. MeCcTO HAWITYUIIETO
BBICTYIIMBAHUS CUCTOIMYECKUX I1IeTYKOB U 1ryMoB nipu [IMK — Bepxyika cepaua,
a TaKk)Ke MpeKapuaibHas 00JIacTb MEXIY BEPXYLIEYHBIM TOJYKOM U JIEBBIM Kpaem
rpyauHsl B 3-4-M MexpeOepbe, 3HAUUTEIBbHO PEeXe — KHYTPU OT JIEBOTO Kpas
IPYAUHBI WU CEPEJIMHBI TPYAUHBI HA YPOBHE pUKperuieHus 3-4-ro pedep ciesa.

Beiensror 8 ayckynbratuBHbIX (deHomeHoB I[IMK: 1. wu3onmpoBaHHBIM
ME30CHUCTOJIMUECKHUH EeTYOK; 2. U30JIMPOBAHHBIN MO3AHUI CUCTOINYECKUN IIETUOK;
3. paHHUI CUCTOJIUYECKUHN MIENTUOK; 4. MHOYKECTBEHHbIE CUCTOJIMYECKUE LIETUKH; O.
ME30CUCTOJIMUECKUN IeT40K Ha (OHE MO3AHETO0 CHUCTOJIMYECKOro Iryma; ©O.
U30JIMPOBAHHBIA  MO3JHUNA  CUCTOJIMYECKUH  1IyM; /. TAHCHUCTOJUYECKUI
(roiocucronnyeckuii) mym; 8. mpekapaualbHBIA «IHCK» WM «KIUK». «Hewmas»
dbopma HE SBISETCS KAKUM-TO HUCKIIOUMTEIBHBIM TPOSBICHUEM MPOTaOUpPOBAHUS
ctBopok MK u e€ cietyeT uckaTh y NalMeHTOB, NPEAbSIBISAIOIINX KaJI00bI Ha 00U B
00JacT cepaua, Ipu apUTMUSIX.

PexomeHtyeTcss MpOBOJUTh ayCKYJNbTAllMIO U BBIABIISTH 3BYKOBBIC MPHU3HAKU
[IMK B pa3nu4HbIX NOJOKEHUSIX MMAI[UEHTA:

e Jcka Ha crnuHe (B T.4. IPU CHJIBHOM HAJaBJIMBAaHUHU HA OPIOLIHYIO aOPTY BBIIIIEC
nyInKa) U u/vim JeBoM OOKY;

e cros ¢ Harty)xuBaHueM (po6a BajbcanbBbi);

e cuusd / CTOs OmNpe/elicHHBIM HAKJIOHOM TyJIOBHINA (Yale BIEpE M BIIEBO) U
3a/1epKKOH JbIXaHUS Ha TIOJIHOM BJOXE;

e CHJs Ha KOPTOYKAX, C 3aJICP)KKO JbIXaHUs Ha BIOXE U BbIIOXe (B .T.4. mocie 20
NpUCEIaHUI B TCUCHUE MUHYTHI).

[IpoGba BanbcanbBbl, oOpTOCTaTHYeCKas mpoba, C  HU30MPOTEPEHOJIOM,
BJIBIXaHUEM AMHJIHUTPUTA U X002 OTHOCAT K MPOBOLUPYIOIIUM B (HOPMUPOBAHUU
pPaHHEro IMIeTYKa U CUCTOIMYECKOro myMa 3a cueT ymenbieHus oobema JIK (KJ1O)
u yBenuuenus YCC. IIpoObl mpoTUBOMOIOKHONW HANPABICHHOCTH IO JIEHCTBUIO —
npuceaHue, MpUEM MPOIpaHoioiga — 3aJepKUBAIOT (OPMUPOBAHUE 3BYKOBOMU
CUMIITOMATUKH CepALa, CHCTOIMYECKOrO IIETYKa U IIyMa.

7.2.7.9XOKAPONOIPAPUYHECKAA OUATHOCTUKA

Heyxmepnas  sxokapouocpagus (OxoKI) — camplii  HHOOPMATHBHBIN
HEWHBA3WBHBIH METO]T («30510TOI CTaHIapT) JTMArHOCTHKH [TMK
(4yBCTBUTEIBHOCTD U CIEHU(PUYHOCTH METO/Ia COCTABIISIOT COOTBETCTBEHHO 87-96%
u 87-100%). Bmecte ¢ TeMm, mpu IUTAHUPOBAHMHM XUpPypruueckoi koppeknun MK
ucnonb3yroTcst UIT-OxoKI™ u 3D-OxoKT'.

Oxokapanorpaguieckas METOANKA BBIBEICHUS CETMEHTOB cTBOpok MK mpu
TT, UIl. 1 3D Oxo-KI" npuBenens: Ha puc. 5.1.7 —5.2.12.
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mitral scallops

plax

inf. tilt

plax
sup. tilt

Puc. 5.1.7 - CerMmeHTBI CTBOPOK
MK npu TT-Ox0-KT',
napactepHaibHas TO3HIINA,
JUIMHHAsT OChb B KJIACCUYCCKOM
Bapuante (cermentsl MK: A2 u
P2), ¢  HakJIOHOM  BHHU3
(cermentet MK: Al u P1l) win
BBepX (cermentsl MK: A3 u P3)
(Baumemsosano u3z \Wikiecho,
ESC/EACVI) [476].

Puc. 5.1.8 - CerMeHTBI CTBOPOK
MK pu TT-Dx0-KT,
anuKaJlbHbIC MO3ULINH:
yeThIpéxKkaMepHast  (CErMEHTBI
MK: A2, A3 u P2, Pl),
nByxkamepHas (cermeHTsl MK

Puc. 519 - Bce cerMeHrsl
ctBopok MK 1o xopotkoi ocu
npu TT-Dx0-KT' B
rapacTepHaIbHON MO3ULUH,
npu 2D-UII-DxoKI', mpu 3D-
Ox0-KI" u aHAJIOTUYHBIN
XUPYPTrUUECKUI BHU/I
MUTPAIBHOTO KJIalaHa
(Baumemesosano uz Wikiecho,
ESC/EACVI).
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it adellope Puc. 5.1.10 - CermeHTHI
ctBopok MK npu 2D-UII-
Ox0KI" u3 ueTbIpéXKaMepHBIX U
NATUKaMepHOU nmo3unui, 0°

(Baumcmeosano uz Wikiecho,
ESC/EACVI).

Puc. 5.1.11 - CermeHThI
ctBopok MK npu 2D-YII-
9xoKI" u3 nBykamepHbix (45-
60° u 60-90°) u TpéxkamepHoO
no3uiuit (120-135°)
(Baumemsosano uz Wikiecho,
ESC/EACVI).
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Puc. 5112 - Amnaromus wu
reomerpust MK (ctBopkm
KOJIBI[O) npu  3D-DxoKIT,
(Baumcmesosano uz Wikiecho,
ESC/EACVI).

A%

A

AL
Z Y

posterior leaflet area posterior leaflet angle

tenting volume anterior leaflet area anterior leaflet angle

(1] A. B COOTBETCTBMHM C OTHOCHUTEIIBHO COTJIACOBAHHBIMU MEXTYHAPOIHBIMU
KPUTEPUSIMH JHMArHOCTHKH, 3aMMCTBOBAaHHBIMH U3 PYKOBOJCTBA IO JICYCHHUIO
NalMeHTOB C KiIamaHHbIMU Oonesnsmu  cepana, [IMK aumarHoctupyroT mpu
MaKCUMaJbHOM CHCTOJHMYECKOM CMelleHnn cTBopok MK 3a nuHHIO Kojblla B
napacTepHaIbHON MO3UIIMK TIO0 JUIMHHOW OCH 0o.1ee yem Ha 2 MM, B OCOOCHHOCTH
IIPpY CMEILEHUH 30HbI KOAITAIlMd CTBOPOK 3a JIMHMIO KOJIbIA MPU MOJIUCETMEHTHOM
npoJjance o0eux CTBOPOK.

B oreuecTtBenHoi mkone kpurepueM amarHoctukn IIMK  cmyxur
CUCTOJIMYECKUIA TIPOTHUO OJHOW HMIM 00EMX CTBOPOK MHUTPAIBHOTO KJIalaHa B JICBOEC
npeicepare B MapacTepHAJIbHON MPOJAOILHONW MO3UIMU HAa 3 MM u Oolee C
sbloesieHuem mpex cmenerell cmewenuss cmeopox MK:. | cmenenv — na 3-5,9 mm, 11
cmenenvb —Ha 6-8,9 v, Il cmenens —> 9 vm.

® b. Crenenp BbipaxxeHHOCTH MJI OIlcHMBAaeTCs Ha OCHOBAHUHU TOJIIUHBI
ctBopku MK B a3y aumactonbl B cpefHEl 4YacTH BHE 30HBI OTXOXJICHHUS XOpI,
CO3JIAIOIINX JIOKHOE BIeyaTiieHHe 00 ee yToumieHnd. OOIenpruHAThIC HOPMATUBBI
TOJIIUHBI CTBOPOK (24 MM), yeenuuenue 6Gonee S5 mm CBUAETEIBCTBYET O
HaTOJIOTHYECKUX U3MeHeHHusx (Mukcomaro3 u ap.). C 2006r. (pexomeHmaruu
AHA/ACC, 2006) [477] umeroTcs [Ba THIIA pa3rPaHUYCHUI:

* meHnee 5mm - obosnauaemcs kax Hexkaaccuveckuti IIMK

* 5um u bonee - oboznauaemcs kaxk knaccuuveckuti [IMK.

(3] B DXO-KI 3akntoueHun HE0OOXOJUMO YKa3bIBaTh JJIMHY CTBOPOK C OLIEHKOM
HoKa3aTelield, XapakTepH3YIOIIUX OCOOCHHOCTH CMbIKaHUs (JUIMHY W TIyOuHY
koantanuu) crBopok (puc. 5.1.13). Hexmaccuueckuii [IMK MoxkeT NpoOsBIATHCS
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JUIIb  YAJIMHEHHbIMU, THOKUMH CTBOPKaMM, YTO paccMaTpuBaeTcs B pabodueit
kiaccudukanun, npemanoxennoit C. @. 'nycaeseiM u 0. M. Benozepossim (1997)
[478] B kauectBe camoctositenibHOH CAC. MMEHHO MO3TOMY TpH MPOBEICHUHU
Ox0oKI'- uccnenoBanun cieayer u3MepsaTh JUMHY cTBOpok MK miisa BeIABIEHUS ux
yanuHenus. HopmanibHble 3HaueHus JiMHbl nepenneid ctBopku MK cocraisier 21—
24 MM, 3anHet — 12-14 mM. YuuThiBas JaBHOCTh pa3pabOTKU 3THUX HOPMATHBOB,
HEOOXO0MMO HMETh JaHHble O TMOrPAHUYHBIX 3HAYEHUSAX JUIMHBI CTBOPOK B
COBPEMEHHOM MOIYJIALMK B PAa3JINYHBIX BO3PACTHBIX MOATPYIIIAX.

Puc. 5.1.13 - BapuaHTsl koanTaiuu
ctBopok MK npu 2D-UIT-Dx0oKT:
HOpPMaJlbHasl KOAITAIIMsI, IPOJIAIIC
CTBOPOK, IIPUIIOIHATAS CTBOPKA U
MOJIOTSIIAs CTBOPKA (IIPH OTPBIBE
xopabl) (3aumcmesosano uz \Wikiecho,
ESC/EACVI)

normal coaptation

blliowing

145% §ch .

Mall {shondal ruptune]

120" 3-ch

®  Jlommiep-3xokapauorpaduyecKuii METOJ TIO3BOJISICT BBIIBUTh M OLIGHUTH
crerneHb BeipakeHHoCTH MP (Tatds. 5.1.1).

Ta6muma 5.1.1
Jonmiaep-3xoxkapauorpagpuueckas OLeHKA TAKECTH MUTPAJIbLHOU
peryprutaiuu (BapMaHThI )X0KapauorpaguuecKux KpuTepueB PerypruTamnuu)

IToka3zarenb \ Jlerkas \ YMepeHHas Tspkenas
Creruduunbie (KaueCTBSHHbIC) MPU3HAKU TsHKECTH (IO TAHHBIM IIBETHOIO JIONIIICPOBCKOTO
KapTHUPOBAHKS)

AmnruorpapyecKuii 1 crenens 1+ 2 ctenieHs 2+ 3-4 crenenn 3—4+

KJ1acc
Jormneporpadust HeGomnbimas, [Ipucyrcrsyror | [lupuna ctpyn

LEHTPAJIEHO TPU3HAKH pErypruTaimy B MecTe eé
pacronoKeHHas JErKOi dopmupoBanms (Vena
CTPYsI C TOHKHM MUTpaJIbHOW | contracta) >0,7 cm ¢
ycreeM (<4 CMZ) perypruraiyy, | IMpOKON HEHTPAIbHOM
wm <20% ot pH ctpyeti peryprutarnuu (>40%
roonam JIIT. OTCYTCTBUH ronta JIIT) nmm crpyst
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[Iupuna ctpyn IIPU3HAKOB perypruTaIym J000ro
pErypruraiyu B TSDKENON pasMepa, MPKYIUPYIoLIas
MecTe e€ MUTPATIBHOW | BIOJB CTeHOK JITT
(dhopmupoBaHuUs peryprutaipiyi | BeipakeHHass KOHBEPTeHITHS
(venacontracta) MOTOKa
<0,3cm. OOpartHoe IBIKEHHE KPOBU
MunumarnbHas B JIETOUHBIX BEHAX B CUCTOITY
KOHBEPIeHIISI «MoOJIOTSIIas CTBOPKA
MIOTOKA WITH €€ MUTPAJIHHOIO KJIaraHa Win
OTCYTCTBUE Pa3phIB NAMMILIIPHOM
MBIIIITHI

[upuna cokparenns <0,3 0,30-0,69 >0,70

vena contracta, cm

KomuecTBennble nmpr3Haku

O dexTrBHAs TUIONIA b <0,20 | 0,20-0,39 >0,40

pegypmam/IOHHoro OTBEPCTHS™,

cM

O0béM peryprutanmn® (mtHal | <30 30-59 >60

Cep/ICYHOE COKpAIIICHHE), M/

®dpakiys perypruranyu, %o <30 3049 >50

TIpumeuanue * - paccuumanmvie no  NIOWAOU NPOKCUMATLHOU PABHOCKOPOCMHOU
nosepxnocmu (PISA).

B LICJIOM,

Haubonee HAOeHCHLIMU cneyugpuyeckumu IxoKI -

OUAcHOCMUYECKUMU NPUSHAKAMU ABNAIOMCAL.

NO3/IHEE CHUCTOJMYECKOE 3aJHee mnpoBHcaHue cTtBopok MK mnpu
ucciaeqoBaHun B M-pexume;

npoBucanue ctBopok MK (mpu  aAByMepHOit
napacTepHaJIbHON TO3MIIUH 110 JJTHHHON OCH);
YTOJIICHHBIC, YPE3MEPHO yBEIHUCHHbIE, THOKHE cTBOpkr MK

9x0oKI' B

Menee 0ocmogephbl credyrowjue nPUsHAKU:

TOJIOCUCTOIMYECKUN MPOJIAIC IIPU UCCIEN0BaHUN B M-pexnme
nporu6 MK B 1ByMEpHOM peXUME B YETHIPEXKAMEPHOU IMO3HIINU

Jlonnnepoepaguueckumu npuznaxamu IIMK cryscam:

BO3HHKAKOIIasA B
BBICOKO-CKOPOCTHAsA )41

no3aHecucronuueckas perypruramus (MP,
KOHIIE  CHUCTOJIBI); KaK IIPaBHIIO,
JKCLEHTPUYHAs

JKCLICHTPUYHBIN IIOTOK PETyPIUTALUU.
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7.2.8.9NNEKTPOKAPOANOIPA®UYHECKAA AUNATHOCTUKA

Inexkmpokapouoepagpuuecxue npusnaxu npu IIMK:

OcHoOBHBIE 3JIeKTpoKaparorpaduuecKue HapylieHus, OOHApYKUBAeMbIC MPU
I[IMK naOmrogarorcss y 1/3 marnueHTOB M BKIIOYAIOT M3MCHEHHMS KOHCYHOH YacTH
KEJTyI0YKOBOI0 KOMILJIEKCA, HAPYILIEHHS CEPACUYHOr0 pUTMa U IPOBOJIUMOCTH.

N3menenus npouecca penossipuzannu Ha ctanaaptHodt DKI peructpupyrorcs
B PA3JIMYHBIX OTBEICHUSX, IPH 9TOM MOKHO BBIICNIUTh 3 THIIMYHBIX BapHAHTA:

1. U30JIMpOBaHHAs UHBEpcHs 3yOnoB T B OoTBeNeHUAX OT KOHeuHocTel: |,
[l, avF 0e3 cmeriennst cermenra ST;
2.  uHBepcus 3yOnoB T B OTBEIEHUSX OT KOHEUHOCTEW M JIEBBIX T'PYAHBIX

oTBeficHUsAX (mpeumMyinecTBeHHO B V5-V6) B coueTaHnu ¢ HEOOBIIUM CMEIEHHEM
cerMeHTa ST HUKE U30JIMHUY,

3. wunBepcus 3yo1oB T B coueTanuu ¢ nogbeMom cermMenrta ST.

Ecnu panee npuumny usmenenuid 1-ro u 2-ro Bapuanta Ha OKI' mpu IIMK
CBSA3BIBAIM C HWIIEMHUYECKUM HapyUIEHHEM KOPOHAPHOIO KPOBOOOpAICHUS, WIH
paccMaTpUBaId KaK COYETAHHOE MPOSIBIICHUE NUCIUIACTUYECKOTO MpoLiecca B CEpALIE,
TO B HACTOAIIEE BpeMs OOJILIIMHCTBO aBTOPOB BUJAT MPUUMHY PENOJISPU3ALIMOHHBIX
Hapywenuit ipu [IMK B runepcuMnatukoToHuM.

Tpernit Bapmant ST-T nHapymenwii y mnanuentoB ¢ I[IMK o6ycnosien
CUHAPOMOM DPaHHEN pEenospuU3aldyd MHOKapJa *elyJOo4yKoB. B ocHOBe cuHapoMa
J€XaT BPOXKIACHHBIE WHAUBUIAYAJIbHBIE OCOOECHHOCTH 3JIEKTPOPHU3NOIOTrHYECKUX
OpOLECCOB B  MHUOKapjAe, MNPUBOJALIME K PpaHHEW  pEenoysipu3aluyd  €ro
cyO3nuKapIuaibHbIX CIOEB.

Hapymenusi cepaeunoro putma npu [IMK BcTpedaroTcsi 1OBOJIBHO 4acTo, UX
obHapy»xeHnue 3aBUcUT oT Metoja peructparuu OKI'. Ha OKI' mokost paznudHoro
XapaKTepa ApUTMUU PETUCTPUPYIOTCS B €AMHUYHBIX CIy4asiX, 4aCTOTA UX BBISABICHUS
Bo3pacTaeT B 2-3 pa3a Ha PpoHe PU3NYCCKON HArPy3KH (TPEAMMUII, BEIIOIPTOMETPHS) U
B 5-6 pa3 npu npoBeaeHun cyrounoro MmonutopupoBanusi OKI'. Cpeau Gonblioro
pa3Hoo0Opa3usi apuTMUK dYaile BCero OOHApPYKMBAIOTCA CHUHYCOBas TaxuKapaus,
HAJPKENTyI0YKOBasg M KEIYJOYKOBas SKCTPACHUCTOJIMM, HAKENTyI0YKOBbIE (HOPMBI
TaxuKapJIuii, pexe — CUHycoBas Opaaukapaus, MapacUCTONUs, MEpLAHUue U
Tpenetanue npencepanii. Ecte nanneie o ToM, yto npu [IMK B 8 pa3 game, yem y
310pOBbIX, BcTpeuaercs cunapom WPW [479]. Ins nun ¢ [IMK Gonee xapakTepHa
MIPaBOXKEyJOYKOBas JIOKAJIM3AIHUs SKTOMUYECKOro (OKyca, OCOOEHHO B cllydae
xenmympoukoBoid taxwkapauu  [480; 48l]. VYcraHoBieHa TeCHas ~acCOIHAIHS
KEITYJOUYKOBBIX apUTMHI C  ypOBHEM  LMPKYJUPYIOIIMX  KaT€XOJIAMHHOB,
MIPEUMYIIIECTBEHHO a/IpEHAIOBOM (PpaKiueid.
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7.2.9.MOJNINOPITAHHBbIE HAPYLWWEHUA N ACCOUUNPOBAHHBIE
COCTOAHUA (SABOJIEBAHUA)

K nomuopranHelM  HapylmeHUsIM, aCCOUMHMPOBAHHBIM  COCTOSIHUSIM U
3aboneBanusM rpu [IMK MoryT ObITh OTHECEHBI OTHOCSTCS:
®  paHHHI OCTEOXOHIpPO3, Tpeiku [IMopist, Gonesns Llleliepmana-May;
e [wIocKocTomue, yarie norepednoe, halux valgus, MomoTkooOpasHble MajbIlbl
cromsbl, || > | manpua;
®  pacuIMpeHHe Tpaxeu, KPyImHbIX OPOHXOB, OPOHX03KTa3bl, TPAXeOOPOHXU-aTIbHAS
TUCKUHE3Us, OyJie3Has ampu3ema;
®  BHUCIIEPOITO3, PACUIMPEHUE MUIIEBOJA, HEAOCTATOYHOCTh KapJuu, NUCKUHE3US
KEITIHOTO Iy3bIPs, YUTHHCHUE, U/ WJTH PACIIUPEHHUE OTJICJIOB TOJICTOTO KUIIICYHHKA,
e s3BeHHas OOJie3Hb, BOCHAJIUTEIbHBIE 3a00JICBAHUS IKETYHOTO  Iy3bIpH,
IIOJIKEITY JOYHOM KEJIE3bl U T.1.;
MeTabonudeckast HedponaTus, mueaoHepur;
BAPUKO3HOE PaCUIMPEHUE BEH, CUHIPOM PeiHo;
pPacCTpOMCTBA CBEPTHIBAHUS KPOBH;
paHHMI Kapuec, HapyllIeHue Mpope3bIBaHUs 3y00B, dManieo0pa3oBaHus;
PUHHUT, CHHYCHTBI, UICKPUBJIEHUE HOCOBOM MEPETOPOIKH;
XPOHUYECKU TOH3UJUINUT;
CHIDKEHHME TYMOPAJIHHOTO U KJIIETOYHOTO MMMYHHTETA,
HEBpPOJIOTUYECKAsl paccesHHas CHUMIOTOMAaTUKA, HApYUIEHWE  MO3TOBOIO
KPOBOOOpAIICHHS], UIIEMUYECKUI UHCYJIBT,
®  TPEBOXKHBIE PACCTPONCTBA,
®  HEBPOTWYECKHUH, HMTOXOHIPUYECKUMN XaPaAKTED.

7.2.10. OCJIOXXHEHUA

. Ocnoxuennst [IMK Hepenko pa3BuBaroTcs y OOJTBHBIX MOJOJOTO BO3pacTa u
3aHUMAIOT B&KHOE MECTO B CTATHUCTHKE MEIUIIMHCKUX yupexaeHuil. Tem He MeHee, B
oonpmmHCTBE ciydaeB [IMK nporekaer GiaronpusTHO U Juib B 2-4% NPUBOJIUT K
Cepbe3HbIM OcToXHeHUsM [482; 483]:

1. octpas (pa3phiB CyXOXKHIBHBIX XOp ¥/ W NaNHUIIPHON MBIIIIIBI) HITH
XpOHHUYECKass MUTpaJIbHAs HEAOCTATOYHOCTh

2. muchynkius / nmporpeccupytomee pacmupenue JOK u JIIT ¢ pazButnem
CEepJIEYHOM HEJOCTATOYHOCTH;

3. npucoeMHEeHne UHPEKITMOHHOTO YH0KAPIUTA;

4. TPOMOOIMOOJIUYECKHUE OCIO0KHEHUSI C MHKCOMATO3HO HM3MEHEHHBIX
MUTPaJIbHBIX CTBOPOK;

5. HapyILIEHUs CEPIEYHOro pUTMa, GUOPUIUIALMS IPEACEPANIA U TIp.;

6. ’KH3HEYTpO’KaeMble apuTMuu, BHezanHas cmepts (BCC).
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[Ipencrapmsiercst oueHb BakHbIM, uTO ociokHeHus: [IMK B 95-100% ciygaes
OTMEYCHBI TOJILKO TPU HAIMYUU MHUKCOMATO3HOW JereHepamnuu CTBOpPOK (Tadu.

5.1.2).

Tabmanma 5.1.2
HUcnoab3zosanue IXoKI' nist crparupukanun pucka npu [IMK
Hccnenosa | Koin- | Ocobennoctu PesynbraTsl p<
HHE, TOJI BO 00ciIe1oBaHusA
Chandrarat 1 CePACUYHO-COCY IUCThIC
na u np., | 86 CtBopku MK > | anomanuu S\B/[O% npotuB 6%; | 0,001
1984 5,1 Mmm CHUHJIPOM apdpana, IITK,
MP, JTUIATHPOBAHHAS
BOCXO/ISIIIAsl a0PTa)
Nishimura CrBopkn MK > 5| 1 cymma BHE3amHOW CMEpTH,
u ap., 1985 | 237 MM; pasmep JIK | sumokapaura u nepedpanpHont | 0,02
> 60 MM AMO0JINHU
3aMEHBI MHTPAJILHOTO
kinanana (26% mporus 3,1%) | 0,001
Marks wu CtBopkn MK > g srnokapaut (3,5% mnpoTus
ap., 1989 456 | 5mm ) 0,02

ymepenHas / Tsokenass MP
11,9% npotus 0) 0,001

g samena MK (6,6% mnpotus | 0,02

, %)
g uacynst  (7,5% mnporus | <0,05
,8%)
Takamoto | 142 | CrBopka MK > 3 a3pbIB Xopbl (48% mpoTuB
u jap., 1991 MM IIPOBHCaHHE, go?o)
HU3Kasi 9X0-
IUIOTHOCTD
Babut 58 Henuaranoctupos <0,05
uap., 1994 aHHOE He wumeer orHOmEHUsS K
yronmenne MK CJI0KHBIM YKEJIY JI0UYKOBBIM
ApUTMHSIM
Zuppirolli | 119 | CrBopka MK > 5 | 1 cnoxuble xemymoukossie | 0,001
u ap., 1994 MM apUTMUU

MurtpajbHasi HeIOCTATOYHOCTh. OJHUM U3 TPO3HBIX OCIOKHEHUN TEUCHHS
IIMK u MJI sBnsieTcs pas3pblB XOpA C Pa3BUTHEM <MOJIOTAILUETO MUTPAIBHOTO
kiaamana» (flail mitral valve) u passuruem tsbxenoi MP. «Moromswuii mumpanvHolii
K1anau» OMpPEeNeNsieTcss KaK OTCYTCTBUE CMBIKAHMSI KOHUYHUKOB CTBOPOK C OBICTPBHIM
CHUCTOJIMYECKUM JBHXKEHHEM TMopaxeHHoM ctBopku B JIII. Kak mnpasuio, npu
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pa3pbIBe XOpH MOpa)kaeTcsi 3aaHsAs cTBOpka — B 82% cmyuaeB, B 16% — nepennsis
ctBopka u B 2% — o6e crBopku MK. KnmnHuueckass kapTuHa CKIaAbIBaeTCs U3
IIOSIBJICHUS HMHTEHCUBHOTO TOJIOCUCTOJIMYECKOIO IIyMa M IIPU3HAKOB OCTPOM
MHTPAJIBHONM HEIOCTAaTOYHOCTH. PEHOMEH «MOJIOMAUE20 MUMPAIbHO20 KIANAHA
CONPOBOXKIAETCSI  AKCUEHTPUYHO  HAINPABIEHHOM B  IPOTUBOIOJIOKHYIO  OT
NOPAXKEHHOM CTBOPKHU CTOPOHY CTPYEW PErypruTalliy IIPU LIBETHOM JONILIEPOBCKOM
uccienoBanuu. lIpu paspeiBe Xopa 3aJHENM CTBOPKHM CHUCTOJIMYECKUH ILIYM
IIPOBOJIMTCS. B A0PTaJbHYIO 30HY M Ha COCYJbl IIEW, a IPU pa3pbIBE MEpPEIHEN — B
aKCWUISIPHYI0 00siacTh W Ha crnuHy. OOBIYHO pa3pbiB XOPA BO3HHUKAET B 3PEJIOM
Bo3pacte. [Ipenpacnonararomum GakTopoM MOXKET SBUThCS TyIasl TpaBMa I'pyAHON
KJIETKH WK Ype3MepHas pu3nyeckasi HarpysKa.

Puck pazutus xponumyeckoii MH y OonbHbix ¢ cunapomom [IMK
YBEJIIMYMBAETCS C BO3PAacTOM U pa3BuBaetcs o0buHO nociie 40 ner. [lokazaHo, uTo y
B3pocibIX manueHToB B ocHoBe MH B 60% cnygaeB nexutr IIMK. MH wame
pa3BUBAETCs MPU NPEUMYILIECTBEHHOM Iposarnce 3aaHeit ctBopku MK u Hocut Gosiee
BbIpaXEHHBIH xapaktep. HeOnarompusitHoe Tteuenne [IMK 3akmouaercss B
Hapactanuu MP, npuBomsmeit k nunarauuu JOK u JIII, pasButuio pubpumisimm
npeacepauu, cucroinueckol auchyukiuu JDK wu  3acToiiHoit  cepaedHOM
HEJ0CTaTOYHOCTU. BO3HMKHOBEHHE U ObICTpoe mporpeccupoBanre MP moxer ObITh
00yCJIOBJIEHO pa3pblIBOM MUKCOMATO3HO U3BMEHEHHBIX XOP/I.

Nudexunonnniii 3npokapant (MJ). Hamuure M3MEHEHHBIX CTBOPOK IpHU
[IMK noBsImiaer puck pazsutus N9, X0Ta B 1IEJIOM €ro BEpOSITHOCTh — a0COJIOTHAS
yacTtoTa B nomyssiuuu nauueHtoB ¢ [IMK saBnsercs kpaliHe HU3KOW, YTO BHOCHUT
OIpe/ieIeHHbIC MTPOTUBOPEUHNS B OICHKE cTeneHu pucka (cm. tadm. 5.2.3). TIMK ¢
peryprutaneir u/mnum ¢ MJ] CTBOPOK OTHOCHUTCS K KATCTOPUHU YMEPEHHO2O
(npomeacymounoeo) pucka HD; 0e3 peryprutali — K KaTeropud MUHHUMAaIbHOTO
pucka. [Ipodpunakruka D nokazaHa TOABKO AJs MAIMEHTOB, UMEIOIIUX BBICOKYIO
WIA CpPEOHIOI CTeNneHb pucka. B uacTHOCTH, aHTHUOMOTHUKONMPO(DUIAKTHKA
PEKOMEHIYETCSI TOJBKO I MAlUHUEHTOB C ompeaeseHHbM auarHo3om [IMK: mpu
Hanuuun MP uny MUKCOMATO3HOW JEreHepalny, a TAKKE C PaCIIMPEHUEM JIEBBIX
ornenoB. CranpaptHas cxema aHTuOMoTukonpodunaktukn WD mnpu [IMK
3aKJII0YaeTCsl B HA3HAYEHUM AaMOKCUUMJUIMHA B J03€¢ 2 T BHYTph 3a 1 u 1o
IPEANOJIAraeMOr0 BMEIIATENBCTBA, IPH HEBO3MOKHOCTH IpUE€Ma BHYTPb TY K€ 03y
npenapara cienyeT BBECTH BHYTpuMbIieuHo 3a 30 MuH 10 mpouenypbl. B cinydae
HEIMEPEHOCUMOCTH MEHUIUUIMHOBOTO Psifa, AJIbTEPHATUBOM CIYKHUT KIMHIAMULIMH
600 mr.

Tpom6o3MOoanYecKkue OcCJoKHeHusi. Mo3roBas 5SMOOIUS  SBIACTCS
OCHOBHOM IIPUYHUHON HEBPOJIOrMYeCcKOM cumnroMatuku y namueHtoB ¢ [IMK. Puck
SMOOJIMM y HHUX BbIIIE, YeM B oOmieil momynsuuu. O6cyxmaercs pons [IMK B
BO3HUMKHOBEHUU HHCYJBTOB B MOJIOJOM BO3pacTe. Y NI, MEPEHECIINX HHCYJBT B
MmoJtoioM Bo3pacte (o 40 net), ormeuaetcs Boicokas yactora [IMK B coderanuu ¢
OTKPBITHIM OBaJIbHBIM OKHOM (43-50%). Prck viimeMu4ecKoro HHCYJIbTa BO3pacTacT B
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33 paza mpH SKCKYpCHUU AaHEBPU3MATUYECKOTO BBIMSAYMBAHUS MEXKIPEICEPIHON
neperopoaku 6osee 10 M.

Bue3annasi cepaeunasi cmepth (BCC) - sBiseTcss pefkuM OCIOKHEHUEM
[IMK (menee 2% ciy4aeB Tpu JUIMTEIILHOM HAONIONEHUH, C €KETrOJHOM
cmepTHOCThIO MeHee 1%) [484]. BeposthHas mnpuumHa BCC — xenynodkoBbie
TaXUapUTMHUH, TPUHUMAsE BO BHUMAHUE HAJIMUYKE CIOKHBIX KEITYJOUKOBBIX SKTOMHM
OpU XOJTEPOBCKOM MOHUTOPUPOBAHUM, C HAaUOOJbIIEH YACTOTOW IMPU CEMEUHBIX
dopmax [IMK. Kpome Toro, pakropamu prucka BCC y nanuentoB ¢ I[IMK siBisirorces
Hajmuyue BeIpakeHHoM MP u cuctomuueckoit nucynkuun JDK. K coxanenuro, mo
CUX IIOp OCTAaeTCsl HEACHBIM, BIMACT JIM XUPYpruueckoe BmemareabcTso Ha MK Ha
puck BCC.

Yacrora BC npu cunapome [IMK 3aBucut oT MHOTHX (HaKTOPOB, OCHOBHBIMHU
U3 KOTOPBIX SIBJISIFOTCSI AJIEKTpUYECKash HECTaOMJIbHOCTh MMOKapAa NpU HaJUYUU
CHUHJIpOMA yAJMHEHHOro uHTepBasna QT, JKelTyJOUYKOBBIX apUTMUMN, COMMyTCTBYIOIIAs
MH, HeliporymopanbeHbiii aucOananc u ap. gakropsl. [IMK sBnsercs Ttpetbeil 1mo
gacrore (3-5%) npuunnaoit BCC y cnopTcMEHOB Mociie BPOXKICHHBIX aHOMAIHIA
kopoHapubix aprepuit 1 [KMII. Ilo manaeim Bourdarias J. (1991) puck BCC npu
orcyrctBun MP nHu3kuii u He npesbimaer 0,02% B rox, B TO Bpems Kak NIpH
comytcTBytomeid MP yBenuunBaercs B 50-100 pa3. B 6onbmmncTBe cinyyaeB BCC y
o6onpHbIX ¢ [IMK HOCHUT apuTMOreHHBIM TreHe3, M OO0yCJIOBJI€HA BHE3AIHbIM
BO3HUKHOBEHUEM HIMOIATUYECKON KETYA0UYKOBOW Taxukapauu (pUOpWILISIINAN) WK
Ha (hoHEe cHHApPOMA yUTMHEHHOTO nHTepBana QT.

7.2.11. NMPOIMrHO3

Bompocam crpatudukanum pucka pazsutus ocinoxknenuit 1 BCC npu [IMK
nocBsilieHa OoJiblllas JIUTepaTypa Kak y Hac B CTpaHe, Tak U 3a pyOexom. Panee B
OCHOBY IEPBOT0 BapuaHTa cTpaTU(UKAIMU ObLIU MOJ0KEHbl KIIMHUYECKUE JaHHBIE!
BO3PACT, MY>KCKOH I10JI ¥ HAJTMYWE IIIyMa MUTPAIBHOM HepocTaTrouHocTy [485].

B cooTrBercTBHE C OOUIENPU3HAHHBIMU CETOJHS MOAXOIAMHU CTpaTH(UKALIHS
pucka mpu [IMK nomkHa OCHOBBIBATBCS MPEXKIE BCETO HA OYEeHKe CHmeneHu
8LIPAINCEHHOCU MUMPATbHOU pe2ypeumayuy U onpeoeieHuy MmoauuHbl CMeopOK
MK [486]. Tlpu TtoysmuHEe CTBOPKM 5 MM m OoJjiee JOCTOBEPHO TOBBIIIACTCS
cymmapHas BepostHocTh BCC, »sHaokapaura u  1epeOpalbHBIX AMOOIHIA,
BEPOSITHOCTh Pa3BUTHS MUTPAIbHOW HemoctarouHoctu (26% vs. 3,1%;), paspsiBa
XOpJ, KEIYTOYKOBBIX HAPYLIEHUH PUTMA U TaKUE€ MALUMEHThl MOT'YT OBITh OTHECEHBI
K Tpynne BbICOKOro pucka. bonpmmHcTBo nauuentoB ¢ [IMK, 6e3 npusnako M/I
cTtBOpok U1 MP menee |l crenenu, MOryT ObITh OTHECEHBI K TPYIIIE HU3KOIO PUCKA C
OJlaronpusATHBIM MOpPorHo3oM. Oxugaemass NPOJOJIKUTENBHOCTh KU3HU HUX
COOTBETCTBYET TAKOBOMW B OOILIEH MOMYJIALIMH.

Cpeousiss npoooadxcumenvHocms dicusHu MyxkunH W xeHumH ¢ [IMK ne
OTJINYAETCSI OT TaKOBOM B MOMYJISIHUMU B LIEJIOM, YTO CBUAETEIBCTBYET O XOPOILIEM
IPOrHO3€ Yy TMOJABIAIONIEr0 OOJNBIIMHCTBA MNOAO0OHBIX marueHToB. OmHako,
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BO3pacTHAs U OCOOCHHO CEpJIEYHO-COCYIHUCTas BBIKHUBAeMOCTh manueHToB ¢ [IMK

HAXOJHWTHCS B 3aBUCHUMOCTH OT COMYTCTBYIOIHMX (pakTopor pucka (PP) [487] (Tadax.
5.1.3).

TaOma 5.1.3
DaKTOpbI PUCKA PA3BUTHS 0CJI0:KHeHUH y nanueHToB ¢ [IMK

Borbitme (riepBruyHbIC)

* MuTpalibHas peryprutanus > || crenenu,

* MHKCOMAaTo3 > 5 MM,

* (paknus BeiOpoca < 50%;

Masibie (BTOpHUHBIE)

* MUTpajbHas peryprurtanus | crenenu,

* MuKcOoMaro3 <5 wmm, (1.e. 3-4 MMm)

* Jjesoe npeacepaue < 40 mm,

*  «MOJIOTSAIIAs CTBOPKa»,

* Bo3pacT > 50 et

*  (GubpwLIsALUA NpeacepaAni
[ Ipumeuanue — I'pynIibl pUCKa OCIOKHECHUM:
1 — Huskwuii prcK — MEKCOMATO3 OTCYTCTBYET (TouuHa cTBopku < 5 mm), MP 0-1;
2 — CpedHuii puck — OJMH OOJBIION WM IBa MANIBIX (haKTOpa PUCKa;
3 — Buicokutl puck — iBa OOJIBIIAX WM TPU U OoJiee Majbix (haKTopa PHUCKa,

4 — Ouenv gvicokuii puck — aa 6onpmux (Gaxkropa pucka y nul crapiie 50 jet Ha ¢poHe pa3pbiBa
XOpJl WJIM KapAruomerananu win npusHakoB XCH

MynbTUBapHaHTHBIN aHATU3 MOKA3bIBAET, UTO BO3PACT, MUHUMAJIbHAS U CTPECC-
WHJIYyUMPOBAaHHAS ~ MHUTpaJIbHasi  pEerypruraiusi  SBIAIOTCA  HE3aBUCHUMBIMU
MPEAUKTOPAMHA  TIpOrpeccHr  3a00JIeBaHUST W HEOJArompUATHBIX — COOBITHHA.
ATpPUOBEHTPUKYJISIPHOE PEMOJICTUPOBAHUE C YyBEIMYEHUEM OObemMa JIEBOTO
npeacepansi, KOHEUHO-TUACTOIUYECKOTO U CUCTOJIUYECKOTO 00BEMOB OTMEYACTCS Y
8,7 % 6onbHbIX ¢ ki1accuueckuM [IMK. TlepBuunsbiit [IMK Takxke mM0XHO Ha3BaTh
«OONE3HBIO C ONUMENLHBIM TAMEHMHBIM NPOMENCYMKOM BPEMEHU.

7.2.12. NEYEHMUE

Jleyenue, NpPOBOAMMOE TpHU MPOJIAOMPOBAHUHU KJIAMIAHOB, MOXET OBITh
MEIMKAaMEHTO3HbIM W XUPYPrUYECKHMM B 3aBUCUMOCTH OT HAJIU4YUS U TIKECTH
perypruraiui.

B nenom, moaxons k sneuenuto 6onpHbIX [IMK coriacoBaHbl U M3II0KEHBI B
HenaBHO omyoOaukoBaHHbIX pekomeHparsx AHA/ACC u POK [443, 446, 462, 488]
bonpmmHcTBy manmentoB ¢ IIMK moxxer ObITh peKOMEHJI0BaH OOBIUHBIN 00pa3
KU3HU U PEryisipHble (PU3MUYECKUE TPEHUPOBKU. B 0COOEHHOCTH 3TO OTHOCUTCS K
nanuentam, y kotopeix [IMK He conmpoBokaaercsi KIMHUYECKOM CHUMIITOMATHUKOM.
[Ipn Hamuumu wu3onupoBanHoro I[IMK oOTCyTCTBYHOT mNpOTHMBONOKa3aHWs ISt
OEpEeMEHHOCTH.
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beccumnromupie manmentsl ¢ [IMK u mamuentsr ¢ [IMK 6e3 MP moryr
KIIMHAYECKH o0cienoBaThes kaxapie 3-5 ner. [ToBroproe DxoKI oOcnenoBanue He
MOKA3aHO U BBIMOJIHSAETCS TOJBKO MPHU BBISBICHUU MPU3HAKOB BBICOKOTO pUCKa MPHU
nepeuuHoM OxoKI' o0OcrnenoBanuu, a Takke B clydae MOSBJICHUS CHUMIITOMOB,
MO3BOJISIIOIIUX ITPEANOJNIOKUTh BOSHUKHOBEHUE 3HaUMMO MP wiii HHOTO cepaedHo-
COCYMCTOTrO 3a00JICBaHMUS.

[TarmenTrl ¢ [IMK u sxano6amu, 00yCIOBIEHHBIMU MOBBIIIEHUEM TOHYCA WU
PCaKTHMBHOCTH CHMITATUYECKOM HEPBHON cuCTeMbl (cepileOueHue, Kapauajruu,
OJIBIIIIKA), YaCTO MOJIOKUTEIILHO PearupyroT Ha Tepamnuio 0era- Ojgokaropamu. B pse
Cily4yaeB OBIBA€T JOCTATOYHBIM OTKa3 OT TAKMX CTUMYJISITOPOB Kak KO(EerH, ajIkoroJib
U Kypenme. OpTocTaTHdeckas CUMNITOMAaTHKa (MOCTypajdbHAas THIIOTEH3US W
cepAieOneHNEe) MOXKET ObITh YMCHBIIICHA YBEIMYCHUEM IMOTPEOICHHUS JKUAKOCTH H
COJIM, HONIICHHMEM KOMIIPECCUOHHOTO Oe€ibsi, B TDKEIBIX CIIy4asX MPHEeMOM
MUHEPAIOKOPTUKOUA0B. Hapyiienus putma mMoryT notpedoBaTh JAOMOTHUTEIBHOTO
JICYEHHS.

Ectb BCce OCHOBaHMSI pEKOMEHAOBATh B TAKUX CIIy4asX C YYETOM KIMHUYECKOU
KapTUHBI PETYJSPHBIA TPHEM OHOJIOTMYECKH AaKTUBHBIX J00AaBOK, MHKPO- W
MaKpOd3JIEMEHTOB U BUTAMUHOB, Biustomux Ha Metadonusm CT. Cpenu Hux ocoboe
MECTO 3aHUMAIOT TpenapaTbl MarHusi, MOCKOJbKY JePUIUT MarHus BechbMa
pacrpocTpaHeH, a €ro poJib B IMPOIECCe KOJUIAareHoOOpa30BaHUS HE BBI3bIBACT
coMHeHMit. HecMOTpst Ha TIOKa HEeOCTaTOYHBINH ypoBeHb qoka3atenbHocTH (C u D), B
JAUTEepaType MUMEIOTCS BechbMa yOenuTenbHble AaHHbIe 00 3(P(HEKTUBHOCTH OpoTaTa
marHua s sedenuss [IMK u Hepenko CONyTCTBYIOUIMX €MY BETE€TaTUBHBIX
HapyLIECHUM.

Meouxamenmosunas mepanus CcUCMOIUYECKOU Ouc@ynkyun Heobxoauma
naruentaM ¢ Tsokeno MH mpu dpakmum Beiopoca menee 60%, ecnmu UM He
IJIAHUPYETCS BBIIIOJIHEHNUE XUPYPruYeCKOro BMemarenbcTBa. OHa JOJKHA BKIIOUYATh
Oera-agpeHoOI0KaTOpbl, HHruouTopel All® wim capraHbl U, BO3MOXKHO,
aHTaroHucTHl anpaoctepona (lla xmacc mokazanuii ¢ ypoBHeMm nokazatenbHOCTH C).
Hcnonp3oBaHre Ba30MIaTaTOPOB HE MOKAa3aHO HOPMOTECH3UBHBIM OECCUMIITOMHBIM
nareHTaM ¢ Tsokenod MH u coxpannoi ¢pakiueit BeiOpoca JDK (Il xmace
NOKa3aHUM ¢ ypOBHEM J0Ka3aTelIbHOCTH B).

Ucnonw3oBanue aumubuomuxod 0aa npoguiaxmuku HMI 1pu  Bcex
MaHUITYJISIHAX, COMPOBOXKIAIONUXCS OakTepuemMuen, nokazano namuentam ¢ [IMK
npu Hamuuu MP, yronenust ctBopok, aunatanuu JOK nim JITT.

B coorBerctBun ¢ pexomenmanusmu AHA/ACC 2014 [488] B pa3BuThix
ctpanax nponanc MK aensemca naubdonee uacmoii npudUHOU XPOHUUECKOU
nepeuunou MP, napsiy ¢ MEHEe pacIpOCTPaHCHHBIM NMPUYMHAM (MH(PEKIIMOHHBIH
IHIOKAPIUT, 3a00J€BaHUS COCIMHUTEILHON TKaHU, PEBMATUYECKYIO OOJIe3Hb WU
paJiMaliiOHHOE TIOPAKCHHUE CEPIIIIA).

[IMK uMeeT HECKOJIbKO KPUTEPUEB COOTBETCTBUSL XPOHUUECKOU NEPEUUHOU
MP - maronorus >1 W3 KOMIIOHECHTOB KjamaHa (CTBOPKH, CYXOXHJIBHBIC XOPJIBI,
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NanuUIsipHbIE MBIIIIIBI, KOJIBIIO), BbI3bIBAIOIIIAS ero (yHKIMOHATIBHYO
HEJIOCTATOYHOCTh C CHCTOJIMYECKOW peryprutauuet kposu u3z JDK B neBoe

upencepaue (JIII). Kpurepun oneHku TsoKeCTH nepBudHOM MP npuBeaeHbl B Ta0l.
5.1.4.[488].

Tabmura 5.1.4.
Craanu nepBUYHOM MUTPAJILHON perypruTamumn
A
Onpenenenue Puck MP
AHaTtoMus IIponarnc MK sierkoit creneny ¢ HOpMaJIbHOM KOanTaluen
KJIallaHa Yronmenne MK nerkol CTENeHn U OTPAaHUYCHUE IBUKECHUS
CTBOPOK
Tpancknanannas | OrcyrcrBue MP win He00JIbIION MOTOK HEHTPAIbHON
remonuHamuka | peryprutanun <20% orepctust JII1 mo manapM fgomrmiep-
Ox0oKT
V ena contracta (neperieek perypruraiuu) <0,3 cm
CnencrBue HET
CuMINTOMBI HET
B
Onpenenenue IIporpeccupyrwmas MP
AHatomus IIpomanc MK Tspkenon cTernesy ¢ HOpMaJIbHOM KoanTaluueu
KJIaraHa PeBMaTnueckue U3MEHEHHUS KJlanaHa ¢ OrpaHUYCHUEM
JIBHM>KEHUSI CTBOPOK M HAPYIIEHUEM LEHTPAIBHON KOANTallluu
IlepeHeceHHbIN MHOEKITMOHHBINA YHOKAPIUT
Tpancknamannas | [Torok nentpanbHoit peryprutanuu 20-40% orsepctus JIII
FeMOJAVMHAMUKA | WJIM MTO3JHUN CUCTOJINYECKUN dKCIIEHTPUYHBIA NOTOK MP
Venacontracta<0,7 cm
O6bem peryprutaruu <60 M
Opakrus peryprutanun <50%
BPO <0,40 cm”
Crenens mo gaHHbIM aHruorpadun 1-2+
CnencrBue Heb6onpmoe yBennuenue JII1
OrcyrcrBue yBenuuenus JDK
HopMasibHOE aBlIeHUE B JIETOYHOW apTepUU
CuMINTOMBI HET
C
Onpenenenue beccumnromuas tskenaa MP
AHatomus IIpomanc MK Tspkenon cTeneHu ¢ HapyIeHUueM KOalTaluu
KJIarnaHa PeBMaTnueckue n3MEeHEHHs KJlanaHa ¢ OrPaHUYCHUEM
JBH>KEHHUSI CTBOPOK M HAPYIIEHHEM LEHTPAIBHOM KOANTalluu
IlepeneceHHbI HHPEKITMOHHBIN YHAOKAPIUT
YTonueHre CTBOPOK NP paAuallMOHHOM MTOPAXKEHUU Ceplia
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TpaHcknananHas
reMOJINHAMHKA

[ToTok nenTpansHoit peryprutanuu >40% otsepctus JIIT wm
rOJIOCUCTOIMYECKAN 3KCHEHTPUYHBIN TOTOK MP

Vena contracta>0,7 cm

O0bem peryprutaruu >60mi

®pakius peryprutanuu >50%

9PO >0,40 cm2

Crenesb 110 faHHbIM aHruorpapuu 3—4+

CnencrBue

YMepeHHO BhIPaKEHHOE WM 3HAUUTENbHOE yBennueHue JII1
VYeenmnuenue JIK

[ToBbIIEHHOE JaBICHUE B JIETOYHON apTEPUU MOXKET ObITh
BBISIBJICHO B IIOKO€ WJIM IIPU Harpys3ke

C1:®B JIXX >60% u KCP <40 mm

C2:. ®B JI)K <60% u KCP >40 mm

CuMOTOMBI

HECT

D

Onpenenenue

CumnromHuan taxejaasas MP

AHaTomMus
KJIaraHa

ITponanc MK Tsxenol cTeneHu ¢ HapylIeHUeM KoanTaluu
PeBMaTnueckrue U3MEHEHHS KilarlaHa ¢ OTpaHUYCHUEM
JIBUKEHUS CTBOPOK U HAPYIICHUEM LIEHTPAJIbHON KOAITalln!
[TepeneceHHbIi MHOEKITMOHHBIN YHIOKAPIUT

YToJleHre CTBOPOK NMPHU PaTUAMOHHOM MOPAXKECHUU CEPLIA

Tpanckiianannas
reMOJINHAMHKa

[Torok nentpansHoii peryprutaunu >40% otsepctus JII1 unun
rOJIOCUCTOIMYECKAN SKCHEHTPUYHBIN TOTOK MP
Venacontracta>0,7 cm

O06neM peryprutaiuu >60 M

®pakuus peryprutanuu >50%

9PO >0,40 cm2

CreneHb 110 JaHHBIM aHTHorpadum 3—4+

CnencrBue

YMepeHHO BhIPaKEHHOE WM 3HAUUTENbHOE yBennueHue JII1
YBennuenne JDK
IToBBIIIEHHOE JTaBJIEHUE B JIETOYHOU apTEPUU

CuMOTOMBI

CHMKEHUE TOJIEPAHTHOCTH K (PU3MYECKUM Harpy3kam
Oppika npu GU3NYECKUX Harpy3Kax

Ilpumeuanus. KCP — koneuno-cucmonuueckuii pazmep negozo dicenyoouka, JIK — negviti
acenyoouex;, JIII — nesoe npeocepoue;, MK — mumpanvuoui xnanaw; MP — mumpanvuas
pecypeumayusi, ®B — ppakyus eviopoca; IPO — aghghexmuenoe pecypeumayuonnoe omsepcmue.

Y MOJIOABIX JIFOICH Yalle BRISIBISACTCS TSOKEIIasi MUKCOMATO3Has JeTeHepalys
¢ 00JIBIIION M30BITOYHOCTBIO KaK MEePEAHEH, TaK U 3aJHell CTBOPKU U XopJ (CHHIAPOM
Bapioy). YV noxuieix mpeoOmagaet  (GuOpolsIacTHHOBAsS — HEIOCTATOYHOCTD,
CJICICTBUEM KOTOPOH SIBISIFOTCS paspwiBbl Xopa. Juddepennumanmst 3Tux aByX
NPUYUH UMEET OOJIBIIIOE 3HAUCHHE TTPH ONIEPAaTHBHOM BMEIIATEIIHCTBE.
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CoBpeMeHHbIE PEKOMEHAAIMU 10 XUPYPrUYECKOMY BEICHHUIO IMAIUEHTOB C

NEePBUYHON MUTPAJILHOM HEJIOCTATOYHOCTBIO MPECTaBIeHbI B Ta0. 5.1.5.

Tabawnma 5.1.5

PekomMeHpanuu 1o XUPYPru4YeCKOMY JICYEHUI0O MNEPBUYHONW MHUTPAJIbLHOM

negocrarounoctu AHA/ACC (2014)

Pexomennarusa

Knacc
MMOKa3aHuu

YpoBeHb
J0Ka3aTelb-
HOCTH

XUpypruyeckoe BMENIATEIHCTBO PEKOMEHI0BaHa
CUMIITOMHBIM  MAallMEHTaM C XPOHUYECKOW  TSIKEJIOHU

nepsuuHoit MP (cragus D) u @B JIXK >30%

B

Omnepanusi Ha MHUTpPAJBLHOM KJAllaHe PEKOMEH]I0BaHa
OECCUMNTOMHBIM TMAIMEHTaM C XPOHUYECKON TSKEIOU
nepsuunoit MP u aucoynkiuenn JOK (OB JDK 30-60%
n/umm KJIP JDK >40 MM, cragus C2)

[Tnactuxka MK Gonee mpeanoutruresibHa MO0 CPAaBHEHUIO C
[IpMK y nauvieHTOB ¢ XpOHUYECKOM TSKEIOU NMEPBUYHOU
MP, orpaHM4eHHOM 3aJHEM CTBOPKOM, KOTOPBIM
NIOKa3aHO XUPYPrU4YECKOE JIECUEHUE

[Tnactuxka MK Gosnee mpeanouturesbHa MO0 CPaBHEHUIO C
[IpMK y nauyeHTOB ¢ XpOHUYECKOM TSHXKEIO0M MepBUYHOM
MP, c BoBieueHHEM IepeIHEH CTBOPKH WU 00EUX
CTBOPOK, KOTOPBIM MOKA3aHO XUPYPTrHUYECKOE JICUCHHUE, B
ciyyae, KOrja yCrneuHasis U HaJe)KHas IUIaCTHKa MOXKET
OBITH BBIIIOJIHEHA

Iracruka MK wim IIpMK noka3zanel nmanueHTam ¢
XPOHUYECKON TsDKEJIOW nmnepBuyHOM MP, KOTOphIM
IPOBOJIATCS ONEPALIMs HA CEPJILIE O APYTUM NPUUMHAM

Beimmonnenne  mmactuku @ MK menecooOpazHo  y
0ECCUMNTOMHBIX MALMEHTOB C XPOHUYECKON TSAKEIOU
nepsuuHoit MP (cramgus C1) ¢ coxpaneHHOU (yHKIIHEH
JDK (®B JIXK >60% u KCP JDK <40 mm), y KOTOpBIX
BEPOSITHOCTh YCHEIIHOW M HAJIeKHOM TUIacTUKU Oe3
pesunyanbHoii MP >95% mpu oxumgaemMoil cMepTHOCTH
<1%

lla

Beimmonnenne  mmactuku MK menecoobpazno  y
0ECCUMIITOMHBIX MAI[MEHTOB C XPOHHYECKOH TSKEION
HepeBMaTHdeckoil mepBuuHoir MP  (ctamms Cl) ¢
coxpaneHHor ¢ynkimed JDK, KOTOpble IMEIOT BHICOKYIO

la
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BEPOSATHOCTh YCIIEIIHOW M HAJEKHOW IUIACTHKA H 1)
BHOBb BO3HUKINYI0 (UOpWIIAIUIO Tpeacepanii win 2)
NOBBIIIEHHOE [JABJIEHUE B JIETOYHOW apTepuu B IOKOE
(cucronmyeckoe apTepuaNbHOE IABICHUE B JICTOYHOM
aprepun >50 MM PT.CT.)

Brimonnenue mnactuku MK nienecoobpasHo y maiueHToB
C XpoHHMYECKOM TmepBuYHOM MP cpegHen TsKeCTH
(ctamus B), KOTOpPBIM MPOBOAMTCS OINEPALUs HA CEPIIE
10 IPYTUM IIPUYMHAM

la C

Onepammuss wa MK wMoxer ObITh paccMoTpeHa Yy
CAMITOMHBIX  ITalIUEHTOB C XPOHUYECKOW  TSIKEION b C
nepsuyaoil MP u ®B JIK <30% (craus D)

Beinonnenne minactuku MK MoxeT ObITh pacCMOTPEHO Y
MMAlMEHTOB  C PeBMAaTMYECKUM  nopaxkennem MK,
KOTOPBIM IIOKA3aHO XHUPYPrHUYECKOE JICYEHUE, ECIIH
HAJEKHOCTh M YCIEIIHOCTh IUIACTUKM BEPOSTHA WIH
BO3MOKHOCTh JUIMTENIBHON AaHTUKOAryJIIHTHOM Teparuu
COMHMTEJIbHA

b B

Brinonnenune TtpaHckaTterepHo mactuku MK moxker
OBITh PACCMOTPEHO Y TSDKEIBIX CHMITOMHBIX MAIMEHTOB
(CH HINV xmacca mo NYHA) ¢ XpoHHYECKOU TsDKENOM
nepsuyHoii MP (cragus D), y KOTOpBIX OKuaaeMas b B
MPOJIOKUTEIBHOCTh KU3HU SIBIECTCS 11€7€CO00pa3HOM,
HO  OIICPAllMOHHBIA  PHUCK  BCJIEACTBUE  TSKEION
COIYTCTBYIOIIEN NATOJIOTUU — OYE€Hb BBICOKHM

[IpMK He J0MKHO BBINOJHATHCS C LEIBIO JICUCHUS
V30JIMPOBAHHOU TsKEJIOW nlepBUYHON MP, orpaHnuyeHHON
MEHEE ueM OJIHOM TMOJOBMHOM 3aaHedl cTBOpkH, | |l Bpen B
3a UCKIIFOYCHUEM CJIy4aeB, KOrjJa JeJlajlaCh IOMbITKA
BhITIOTHeHU mactTuku MK, u ona Oblia 6e3ycrienHomn

Ilpumeuanus. KCP — xoneuno-cucmonuuecxkuii pasmep negoco owceayoouka, JIK — neeviil
agrcenyoouex, MK — mumpanouerii xnanaw;, MP  — mumpanvuas peeypeumayus; IIpMK —
npomesupogarue mumpanvrozo kianana, OB — gparxyus evibpoca.

B omimuue oOT mnpenpiayliMx pPEKOMEHIALNMKW HE MNOATBEPKIAEH BBICOKUU
YPOBEHb  JIOKA3aTEIbHOCTU B  OTHOIICHUU dS(PGHEKTUBHOCTH XHPYPrHUYECKOU
pekoHcTpykiuu MK g nanueHToB ¢ coxpaHeHHbIMU DB M KOHEUHBIM
cucToJImyeckuM ooremoM JDK.

HeoG6xomumo wumers BBHay, uto OompHbie ¢ I[IMK, coueraromumes c¢
npu3HakaMu cuctemHoro BosiieueHus CT, u remoguHamuyecku 3Hauumoit MP, kak
IIPaBUJIO, CKJIOHHBI K OBICTPOMY IMPOTPECCHPOBAHHUIO CEPACYHON HEIOCTAaTOYHOCTH,

Pa3BUTHUIO JIETOYHOW THIEPTEH3UHU, GUOPMILIALMN TPENCcepaAnii U UMEIOT BBICOKHIA
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puck BCC. B cuiny cka3zaHHOro mauueHThbl ¢ BblpaxkeHHbIMH Tpu3Hakamu CBCT,
Jaxe TNpU YCIOBUM aJ€KBAaTHO BBIMIOJHEHHOTO TMEPBUYHOrO  OIMEPATUBHOTO
BMEIIIATEJILCTBA, MOTLYT paccMaTPUBATBhCS KaK MAalMEHThl BBICOKOIO pHCKa
MMOBTOPHOTO XHUPYPruue€CKOro BMENIATEIhCTBA B pe3yJibTaTe MPOTPECCUPOBAHUS
OCHOBHOTO 3a00JIeBaHUS.

Pexomenpannm mno BEIEHUIO NALMEHTOB C NEPBUYHOW U BTOpUYHOU MP
CyMMHpOBaHbI B puc. 5.1.14.
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MuTpaJdbHAS perVpruTanas

/\

Ilepsaunrasa MP Bropnuaasa MP
/\’ !
Taxenas MP IIporpeccupyrwmas MP Jleuernne HBC
Vena contracta =07 cM (cTamug B) Jleuenne CH
OP =60 mn Vena contracta <0.7 cMm Pacemotpers CPT
DP =50% OP <60ma
3P0 20,40 em” PP <50%
Hunatamua JIK 3P0 <040 o’
CrMoToMHas beccrvmToMHas CHMIOTOMHAS Iip orpec\(;—_gj Y
(cTagma D) (ctamna C) Taxenas MP nimaers
(e D) (ctagua B)
N
BeccHMITOMHAS
Taxenat MP
- v (ctamua C)
©B JLK >30% @B JTK >60% Broes Bo3EEKmAg $I1
H HITH
KCP JDK <40 MM CIJIA =50 MM pT.CT.
(cTagna C1) (etamma C1)
A 4
== CoxpaHaromHuecs
©B JTK 30-60% crMmToMel CEH
A Y \ 4 III-TV Kacea mo
KCP JIK =40 MM BeposATHOCTD yeHemHo NYHA
(cTamma C2) ILTACTHEH >95% H
oxxHIAeMas CMepTHOCTD
<1%
HET Ja
oa HET
A 4 v v ¢ ¢ ¥ \ J A 4 v
O
Omnepanms Omnepanug Ha MEK* IInactuka MK Ilepuoguueckoe Hr;eﬁ;}.{u:ﬂ ITepHogHHecKoe
Ha ] = Ila HaOToJeH e 2 HabIroIeHHe
MEK* (KP-I) K-II (KP-IIb)
(KP-1Ib)
Puc. 5.1.14 - [Tokazanus K XUPYPTUYECKOMY JICYEHHIO

Ilpumeuanusn: * — niacmuxa MK npeonoumumensvnee npomesuposanus, CI{J/IA — cucmonuueckoe
oasnenue 6 ne2ounoli apmepuu; KCP — koHeuno-cucmonudeckutl pazmep 1e6020 xcenyoouxa; JDK —
neswvill JHcenyoouex;, JIII — nesoe npedcepoue;, MK — mumpanvuoui kianaw, MP — mumpanvnas
peeypeumayus; OP — ob6vem pecypeumayuu; CH — cepoeunas wnedocmamounocms; CPT —
cepoeunas pecunxpouuzupyiowas mepanus, ®PB — ¢pakyua ewvibpoca, @I — Qubpuriayus
npedcepouti, ®P — d¢paxyus peecypeumayuu, IOPO — s¢gexmusnoe pezypeumayuonnoe
omeepcmue; KP — knacc pexomenoayuil.
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KnroyeBble NONOXeHuUs:

BapuaruBaocts pacnpoctpaneHHoctu [IMK oOycioBneHa M3MEHEHHSIMU B
XOKapauorpaduuecKol TUArHOCTUKE C YUYE€TOM DBOJIIOIUU TPEIACTABICHUHMA
O TPEXMEPHOM CTPYKTYpE KOJIbI[a MUTPAIBHOTO KJalaHa W TMOJIXOAO0B K
aXoKapAuorpauuIecKon JUarHoCTUKE.

[IMK knaccudummpyercss ¢ HECKOJIbKMX mno3uiuili: 1. reHeTtuueckoit
JICTEPMUHUPOBAHHOCTH; 2. MO cTeneHu cucremHoro BosiedeHus CT; 3.
Oxokapauorpaduueckas; 4. oObeauHsOmas — MOpdOJIOTHYECKHE U
sXOoKapuorpaduueckue 1aHHbIE.

OcnoBHbIM MeToa0M auarHocTukU [IMK sBisierca OxoKI', mpu BhIOJIHEHUH
KOTOpPOM clienyeT yYUThIBaTh aHaToMHYeckue ocodbeHHoctu MK wu
HCII0JIb30BaTh CCOBPEMEHHBIE TTOAX0/Ibl HHCTPYMEHTAJIBHON JUArHOCTUKU

Ha ceromusmHui OeHb HE YCTPAaHEHbl PA3HOIJIACHS 10 KOJIMYECTBEHHOMY
sXoKapauorpaduueckoMy KpUTEpHI0 MUHUMaiIbHOro mponanca MK, wu
TpeOyeTcsi NanbHEHIee YTOYHEHHE KIMHUYECKONM 3HAYMMOCTH OTAEIbHBIX
BapuanToB [IMK

Cospemennbie pexkomenaanun AHA/ACC 2014 He moATBEPKIal0T BHICOKOTO
YPOBHSI J0KAa3aTE€ILHOCTH B OTHOMIEHUH 3(PPEKTUBHOCTH XUPYPTrHUECKOM
pekoHcTpykimn MK mnsi manpeHToB ¢ coxpaHeHHbIMA PB W KOHEYHBIM
cucroandeckum ooremom JIK.
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7.3. NPONABUPOBAHUE CTBOPOK AOPTAJIbBHOIO
KITAMNMAHA

7.3.1.AHATOMUA N TUCTONOINA AOPTAJIbHOIO KITAMAHA

Kiamanuelii  aopTaJibHBI ~ KOMIUIEKC —SBJISIETCS OOBEMHOW  CTPYKTYpOM
BOPOHKOOOpPA3HOW WIJIM HMIMHIPUYECKOW (POPMBI, COCTOSIIEH U3 TpeX CHUHYCOB
(cunycel BajbcanbBbl), TpeX MEKCTBOPUYATBIX TPEYTOJILHUKOB [eHie, Tpex
HOJIYJIYHHBIX CTBOPOK (IIpaBasi M JieBas KOPOHApHBIC M HEKOpOHapHas (3aaHssA)) W
¢dudposnoro kombia (puc. 5.2.1).

AopTa [BCHpRTE ¥
palsepHyTa)

CHHYC A00Thl 3
i . WeoTee nesoi

Vorbe npaso@ [ HOpPOH3pHOR apTEpKin

HOPOHEEHOR SpTEQEMN fApaHumMes yienok
¥wko nesoro
npeacepoas

¥ N=BaA NOAYTYHHIA
cTBOpHA

Jaamsn
AonYAyHHAA
cTEpKE

MpaEaR Noy Y- Han
CTEOPHE

Neaw#d 8-

MNeswit meaynousk Wnanaud

(BCRDBIT M passepHYT)
—  Hnananubie
=opast

NanunnapHsie
MbiL bl

Puc. 5.2.1 - AnaToMus aopTaibHOro KjamnaHa (OSICHEHHUS B TEKCTE)

[IpokcuManbHON M TUCTaTBLHOM I'paHUIIAMU KIJIATAHHOTO KOMILIEKCA SIBIISIOTCS
BEHTPHUKYJIO-a0pTaJIbHOE U CUHOTYOYJISIpHOE cOeIuHEeHUs. Tpu MoayTyHHbIE CTBOPKU
KpemATCs K KOJIbITY KJlanaHa, OHU TPEyToIbHOU (hOPMBI; HA KOHUYMKE KaXKIO0W U3 HUX
uMeeTcsl HeOoNbImoi (GuOpo3HBIA y3elnok (ApaHIUEB y3el0K), 00eCIeYrBAIONIHIA
MJIOTHYIO KOAMNTAIMI0 KOHYMKOB CTBOPOK. JIMHUS KoamTamuu MOJyJIyHUNA MPOXOIUT
9yTh HUXE CBOOOJHOTO Kpas ctBopku [489]. Bce Tpu monynyHHs paBHBI 10
MJIOMAM, HO B HOPMaJIbHO (YHKIIMOHUPYIOIMIEM KJIAMaHE MOXET HaOII0JaThCSA H
JeTKasi aCHMMETpHs MOy ayHui (pasHuia cosbine 5% 1o mIomaay AByX W BCEX
tpex nonynyHuit) [490]. Bosiee moapoOHO acleKThl aCHMMETPHUU CTBOPOK M3JI0KEH B
paznene ATAK.

['mcTonornyeckn  aopTajibHBIC TOJYJYyHHS COCTOSAT U3 TpeX CJIOEB:
(buOp031aCTUHOBBIN (TUTOTHBIN CJIOW, COCTABJISIOIINAN JKEITYJOYKOBYIO MMOBEPXHOCTD
HOJyJNyHHsI),  OoraThlii  HPOTEOIJIMKAHAMH  CPEIHHH  CIIOM W TOHKHM
(UOPOITACTUHOBBIN CJIOW  (COCTABISIONIMN apTepUAILHYO TMOBEPXHOCTD). [lpu
MUKCOMATO3HOM nereHepanun AK oTMedaroTcsi yTOJNIIEHHWE CpPETHEro Ccliosi ¢
HAKOIUICHUEM  KHCIBIX  MYKOIOJMCAaXapwJ0B W  HapyIIEHUE  IICJIOCTHOCTH

($buOPOITACTUHOBOTO CJIOSA, YTO MPUBOAUT K (DOPMUPOBAHHIO MPOJIATICA TOTYITYHUN
[491].
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7.3.2.9TUOMNATOIEHE3

OCHOBHOU MPUYKUHON MPOIadUpOBaHMs CTBOPOK aopTanbHOro KiamaHa (ITAK)
sapistorcs HHCT. B wactHOCTH, MHMKCOMaTO3HOE€ H3MeHeHue mnonyiayHuid AK ¢
yIJIMHEHUEM CBOOOJHBIX KpaeB M YBEJIMYECHUEM MOBEPXHOCTU HaOIIOAAeTCs MpH
cuapome Mapdana [492]. Tarxke mnponadbupoBanne AK MOXKeT COMyTCTBOBATh
nporieccy Mukcomaro3Hoi aereueparuu MK [493].

[IponabupoBanue nonynyauit AK dacto HabmomaeTcs mpH JIBYCTBOPYATOM
AK (mponabupyer NpenMyIIeCTBEHHO OOJbIlas CTBOPKA), YTO MOXET OBITh
OCHOBHBIM ~MEXaHM3MOM aopTalbHOW peryprutaumu (AP) mpu oTcyTcTBHH
KaJiblIMHO3a moayayHuil. I[lpudyem BeposATHOCTH NPOJAOUMPOBAHUS BBIINIE MIPU
BEPTUKAIBHO, HEXKEIIU TOPU3OHTAIBHO OPHUEHTHUPOBAHHBIX KoMuccypax [494].

®opmupoBanue mnposarnca AK Takxke MOXKET ObITh 00YCIIOBIEHO BPOKIECHHBIM
OPOKOM cepaua — Ae(EeKTOM MEXOKENTyJA0YKOBOM IMEpPEeropoku, MPUBOASAIINM K
HEJO0CTaTOYHOW MOJJEPKKE a0pTaIbHOTO KianaHa. [Ipu cybaopTallbHOM MBIIIEYHOM
nedekre B oTBepcTHE NedexTa nponabupyeT mnpaBoe KOpOHAPHOE IMONIYJIyHHE, TIPH
nepuMeMOpaHo3HOM — HekopoHapHoe [495]. B HEKOTOpBIX ciaydasx AePEKT MOXKET
IIPUKPBIBATHCS AHEBPU3MATUYECKH HW3MEHEHHBIM CHUHYCOM BanbcanbBel C  €ro
nocieayomuM paspsiBoM [496]. B mnane muddepeHuaisHOoro [uartos3a cieayer
YUHUTBIBATh BO3MOXXHOCTh pa3BuTHs [TAK BciieicTBue TpaBMbI TpyIHOM KIIETKH.

7.3.3.PACMNPOCTPAHEHHOCTb

B o0mieit momyssiiuu pacnpoctpaneHHocTh [TAK coctaisier okono 1,2% [18].
Y OOJBIIMHCTBA MAIMEHTOB BBISBISIIOT W JPYTyl0 KIAMAaHHYI0 U COCYIUCTYIO
naronoruto. oumkycrmmaanbaeii AK, [IMK, cuanpom Mapdana ¢ aumararnueii KOpHs
aoptel. 3HaunrtebHO Yamie [TAK Berpeuaercs B coueranuu ¢ [IMK — 10 — 20% [5].
[Ipu coueraHHuu mpoianca JIByX KJIANaHOB XapaKTEpHO MPoJadMpOBaHHE O00EUX
CTBOPOK MHUTPAJIBHOT'O U HE MEHEE JABYX CTBOPOK TPUKYCIHUIAIBLHOTO KiraraHa [18].

7.3.4.9XOKAPOANOIPA®PUYHECKAA OUATHOCTUKA

B nopme mnpu Busyanuzamumu AoK 0o MIMHHOW OCH mapacTepHaJIbHO
KOAITalusl €ro CTBOPOK IPOUCXOAUT BEPTUKAIBHO IOCEPEAUHE PACCTOSHUS MEXKIY
cuHycamu BanbcanabBbl M TOPHU30HTAIBHO MOCEPEINHE OTPE3Ka MEXKIAY BEHTPUKYJIO-
A0pTaJIbHBIM COEJUHEHUEM U CUHOTYOYJIIPHOM 4acThiO KOpHS aopThl. CaMH CTBOPKH
HE OITyCKAIOTCS B AMACTOIY HIDKE (PUOPO3HOTO KOJIbLIa A0PTAILHOTO KJIaraHa.

[Iponanc ctBopok AoK npeacTaBisieT MX AUACTOIUYECKUN MPOTUO B CTOPOHY

BBIXOJHOTO TpaKTa JIEBOro *eiyaouka Oosee 1 MM ot nuHuu GuOpPO3HOro KoJiblLia
[497].
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B nienom, mro6oit quactonmdeckuii mporud CTBOPKU HIKE (GUOPO3HOTO KOJIbIA
AoK B cTOpOHY BBIHOCSIIETO TPAKTa JIEBOTO KEJIyJ0UKa MPU YCIOBUU KOPPEKTHOTO
BBIBCJICHHHOM  MO3WMLMM  MOXET paclieHHBaTbcsl Kak  mpodarnc. OnHako,
nposiabupoBanre MeHee 1 MM Ja€T OOJBIIYI0 ONEPATOPO3ABUCUMYIO MOTPEITHOCTh
U3MEPEHUS 32 CUYET TOJIIMHBI CTBOPKUM U HE YUYUTHIBAET aHATOMUYECKUE BapHalUU
HOPMAJIbHOT'O CTPOCHHUSI a0pTajbHOIrO KianaHa B momysauu [498].

Huarnoctupyercs IIAK npu mnpoBegenunm Oxo-KI' B mapactepHaibHOM
MPOJIOJILHOM CEYEHHUM TPU CMEIICHHH CBOOOJHOIO Kpasi OJHOTO WM OOJIbIIe
HOJYJYHHIH HHKE YpOBHS Kojblla AK, HO XOpOIIO BBISIBISICTCS U B CEYCHHH II0
KOPOTKOH OCH Ha ypoBHE BbIHOCsIIEro Tpakra JIDK HermocpeaCTBEHHO HUXKE YPOBHS
knamana. [Ipy 3TOM ToSIBIIIETCS KpyTjash WIM OBaJIbHAas CTPYKTypa B TMPOSKIIHU
ojHOTO WM Oosiee monyayuwmii [499, 500].

I[TAK moxeT ObITh MOJHBIM WM 4YacTUYHBIM (puc. 5.2.2). Ilpu dacTHyHOM
ITAK B BemHOCsIMN TpakT JDK mpomabupyeT TOJNBKO AUCTaIbHAS Y9acTh MOMYTyHUS
(A), pu 3TOM (hopmupyeTcs ero U3rud (ICHO BHJIWUM B TPOIOIBHOW IMO3HMIIMUA HITA
HO3UIIMH 110 KopoTKoii ocH). [Tpu mostnom ITAK npostabupyet Best ctBopka (B).

Puc. 5.2.2. - ‘—IpecﬁﬁmBOﬂHaﬁ sxokapauorpadus npu dactudHoMm (A) wu
nosiHoM (B) ITAK (3aumcTBoBano u3 AllenM.N., 1999) [501]

Taxke mposabupoBaTh MOXET OJIHA WM HECKOJbKO CTBOpoK. Eciu
poJIadUPyeT OJIHA CTBOPKA, TO OIIEHKA IIPOBOJUTCS MO OTHOIIEHUIO K HOPMaJIbHBIM
CTBOPKaM M B OOJIBIITMHCTBE CJIy4aeB HE BBI3BIBAET JUATHOCTHUYECKUX 3aTPYIHEHUM.
Ecnu mponabupyer HECKOIbKO CTBOPOK, TO 3amOJ03pUTh MPOIabUpOBAHUE MOKHO
10 CMEMIEHUIO 30HBI KOANTAIlMK CTBOPOK B CTOpPOHY (pubposHoro kosbia AOK. Oto
HEMPOCTO OIEHUTh, T.K W HOPMAaJbHBIE CTBOPKA MOTYT OBITh HE3HAUYMUTEIHHO,
PaBHOMEPHO U CHUMMETPUYHO CMEIICHbl HUXe (UOPO3HOrO KOJIbIIA, HE H3MEHSs
CBOIO KoamnTanuio. Eciu nponabupyroT Bce TpU CTBOPKU PAaBHOMEPHO, TO 3HAUYUMOM
A0pTAJIbHOM pPEerypruTanuu BPEMEHHO MOXKET HE ObITh, OJJHAKO 30HA KOAITAlUU MPU
HTOM CMEIIEHA, a JUIMHA KOANTallui YMEHbIIICHA.

[Mpu mposeaennn YI1-Oxo0-KI' (puc. 5.2.3 (A) u (B)) moxHO Gonee TOUHO
OLICHUTH TOJIIIMHY TOJIYJIYHUH, YPOBEHb U JUTMHY UX KOANTAIMU, HATMYHE MPOJIarca
C JIOKQJIM3alluei 30HBI MPOJaOUpOBaHUs, aHATOMHUIO KOPHS aopThl (B CEUCHHH IO
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JUTMHHOW OCH), a TaKKe CHMMETPUIO KOPHS a0pThl U HAJIWYKE WU30BITOYHON TKAHU
TOJTyJTyHHI (B CEUCHUHU 110 KOPOTKOM OCH).

= I

Puc. 5.2.3 - Tlauuenrt I1. — gyacTuunbIil nposanc HeKOpoHapHOU cTBOpKU AoK
(A) u skcuentpuyHas ctpys perypruranuu (B) ctBopku AoK npu UIT- DxoKIT

Bwmecre ¢ tem, B ommune ot [IMK, mma mponanca AoK, a Ttakxke npyrux
KJIalaHOB, HE pa3pa0oTaHbl HOPMATHBBLI TOJUIMHBI U JJIMHBI CTBOPOK, KOTOPHIE
NO3BOJIMJIA OBl HE TOJIBKO C MOMOILBIO BU3YaJbHOM OLIEHKH, HO U KOJIMYECTBEHHO
CYJUTh O HAIMYHMU UM OTCYTCTBUA MUKCOMATO3a CTBOPOK.

C nomoipio 1BETOBOW gommieporpaduu ONpeaessieTcsl HanpaBlIeHUE CTPYU
peryprutauuu B BbIHOCALEeM Tpakrte JDK — Hamuuume OSKCUEHTPUYHOM CTPYH
CBUJCTEILCTBYET O TMpoJialice OAHOro wiu Oosee monynynuin [499]. Onnako,
AKCUEHTPUYHOCTh CTPYH PpETrypruTalvi MOXET OrpaHHYMBATh KOJWYECTBEHHYIO
OIICHKY aOpTaJbHON perypruTaiu C HCIOJb30BaHHEM «Vvena contracta» u PlISA.
Busyanbnas ounenka ctpyn AP B BbeiHOcsmiem Tpakte JDK Moker BBecTH B
3a0My’KJIeHue HCCIe/oBaTeNisi M TPUBECTH K HEJOOILCHKE CTEMEHU aopTalIbHOU
HEJJOCTATOYHOCTH H3-3a «PACIUTIOIIMBAHUS» CTPYU peryprutauuu o creHky JIK.
OxkonuarenbHass konuvecTBeHHass ouneHka [IAK mpoBomutcss npu Xupypruayeckom
BMemareabcTBe [498].

Takum 00pazom, 3xokapanorpaduieckue 0COOEHHOCTH TpoJianca cTBOPok AoK
BKJIIOYAIOT TPU OCHOBHBIX npu3Haka [10]:

1) S5KCUEHTPUYHOCTh CTPYH AOPTAIBHON DPErypruTaliyd B MPOTHBOMOJIOXKHOM
HaMpaBJICHUH OT MPOIAOUPYIOLIEH CTBOPKH;

2) BH3yalIHM3alus CTBOPOK KJlallaHa HIDKE YPOBHS KOJIbIIA aOPThI BO BpEMs
JUACTOJIBI;

3) yMeHbIIIeHHEe JUITMHBI KoanTauu cTBOpok AoK.

7.3.5.KMIMHNYECKUE NMPOABJIEHUA

195



[Iponanc AK He conpoBoxIaeTcs Kakoi - 100 crnenupudecKoil KITMHNIECKON
cumnroMatukou. I[Ipu mnosBineHnn 3Haunmou AP Ha mepBblii IUIaH BBICTYIAIOT
NPU3HAKH XPOHUYECKOU cepaeuHor HemoctaTouHocTH [490].

[Ipy OOBEKTUBHOM HCCIEAOBAHWU CJEeAyeT oOpamaTh BHUMAHUE Ha
BBISIBJIEHUE KOCTHBIX MPU3HAKOB, XapaKTEPHBIX 11 MapaHonogo0HOro peHorumna u
mapdanouHON BHemHOCTH [ 502].

AYCKyJIbTaTUBHO BBIABIISIIOTCS OCIA0JIeHHWE BTOPOrO0 TOHA W yOBIBaIOLIUH
auacTonrdeckuil mymM B npoeknun AK [495].

7.3.6. TEYEHUE, OCJIOXKHEHUA U NMPOIMHO3

[Iponanc AoK B oTcyTrcTBuE AWIaTallud KOPHS aOpThl SIBISIETCS OJHOM M3
qyacThIX NMpUYMH pa3Butus AP, yamie He Oosee 1 cTeneHu, KOTopas HE BBIXOJUT 3a
npezaensl BerxogHoro Tpakra JIK [497]. JlaHHBI THTT HApYIICHUS] BHYTPUCEPACYHON
F€MOJIMHAMHMKN C HM30JIMPOBAHHON AOPTAJIbHOW HEJOCTATOYHOCTBIO JIOJr0 OBbIBAaET
komneHcupoBan [499]. Veenmuenuro cremeHm mpoianca, AP cmocoOcTByeT
IPOrpeccUpOBaHNEe MUKCOMATO3HOM JereHepanui, pudpo3sa, kaapuuHo3a AoK.

Hpyrum ocnoxuenueM [TAK moxer ObiTh Qenectpanus AK, npuBoasimas k
dopmupoBanuio TsKeIo AP M HEOOXOAMMOCTH XHPYPTHYECKOr0 BMEMIATEIbCTBA
(3akpeiTHE TepuKapaAManbHOW 3aruiatkoi) [491]. Monotsamas crBopka AK
(cnencTBue pa3pbiBa JKMOO OTPBIBA XOP/IbI) SBISCTCS €IIC OJJHUM 3aKOHOMEPHBIM, HO
PEIKUM OCTIOXKHEHHEM MHKCOMaTo3HO m3MeHeHHoro [TAK [499].

7.3.7.IEHEBHAA TAKTUKA.

[Iponanc AoK TpeOyeT KOppeKUuH TOJNBKO MpH MOSBICHUU Tskenaon AP ¢
COOTBETCTBYIOIICH CHMNOTOMATHKOW WM cucronudeckoit mucynkumenn JDK (I
kiacc) [503] (puc 5.2.4 u tabn. 5.2.1).

Tabnuua 5.2.1
[TokazaHus I XUPYPTrAYECKOro JICUCHUS IPH TeMOTUHAMHYCCKH 3HAUNMOM
aopTaJIbHOM peryprutaiuu (A) u 3a0oneBanus KopHs aopThl (B) (He3aBucuMo ot
TSOKECTH A0PTATBHON PEerypruTaIlim)

Knacca VYposennb

A. Tlokazanus At XUpypruueckoro Je4eHus Ipyu 3HAYMMON a0pTalbHON
peryprutainuu

w

Ornepanus moka3aHa CUMIITOMHBIM MaIlieHTaM |

w

Onepanusa nokazana acuMnToMHbIM nanuentam ¢ ®BJIK I
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<50%

Onepanusa nokazana nanurenTam nocyie AKII, nin | C
MEPEHECIINM ONEpPaTHBHOE BMENIATEIbCTBO Ha BOCXOISIIEH
aopTe WU JPYTUx KiiarmaHax

OrnepaTuBHOE BMEIIATEILCTBO JIOKHO OBITh PACCMOTPEHO Y lla C

acUMITOMHBIX mamueHToB ¢ OB > 50%, Ho ¢ TsKeT0M
munataruen JOK: KJIJT JODK >70mM, mm KCJI JIDK > 50 mm
i KCJI JDK >25 mm/m2 TITIT

B. [Tokazanus [uist XUpypruaeckoro JieueHus Mpu 00JIe3HAX KOPHS aOPThI
(He3aBrCcHMO OT TsDKecTH AP)
XUpYypruyeckoe JeYeHNe NOKA3aHOo NalueHTaM, KOTOPbIE I C

UMEIOT 3a00JI€BaHMS KOPHS a0PThI ¢ MAKCUMAaTbHBIM
JTUaMETPOM BOCXOASAIICH aopThl >50 MM

XUPYypPrudecKoe JICUCHUE TTOKa3aHO MaIlMeHTaM C lla C
3200J1€BaHUSIMHA KOPHS a0PTHI C MAKCUMAJILHBIM JTHAMETPOM

BOCXOJSILIEN aOPTHI:

>45MM 17151 TALIUEHTOB C CUHAPOMOM MapdaHna, uMeroumx

(akTOphl pUCKa

>50 MM 7151 TAITMEHTOB ¢ OMKYCIUIATBHBIM KJIAIIaHOM C

dakTopamu puckac

>55 MM ju1s ipounx Kareropwuii naruenTosd

a Knacc pexomenganmm.

b YpoBens nokazaTebHOCTH

¢ CemeiliHas MCTOPHS TUCCEKIIMU AOPTHI W/MIU YBEIUYCHHUE pa3Mepa aopThl 2
MM B TOJ, TsDKEJas aopTajbHas WM MHUTpaJibHAas PEryprutanus, [UIaHUpyeMas
OepeMEeHHOCTh

d Koapkranus aopTel, apTepuanbHas THIEPTCH3USA, CEMEHHAs HCTOpHUs
JMCCEKITUH WU PACIIMPEHUS a0PThI 2 MM/ T'OJT

(AKII — aopro-kopoHapHoe myHtupoBanue; @B JIXK — ¢pakius BeiOpoca
neBoro xenynouka, KJJ[ — koneunbiii nuactonndyeckuii pazmep; KCJl — KoHEUHBI
cucronuueckuii  pasmep; IIIIT — mmomanas moBepxHoctu Teiaa) JJOBABUJIA
KYPCHB

s koppexkuuu [TAK ncnonb3yroTes Clenyromue XUpPYyprudecKue TEXHUKH:
IUIMKALMS CTBOPOK, TPHUAHTYJSIPHAs PE3EKLUHMS W PECYCIEHAMPOBAHUE CTBOPOK
HEINPEPBIBHBIM IIIBOM M3 TOpTeKca. Bce OHM ImoKa3anu XOpOIIME KpaTKo- M
CPEAHECPOUHBIE PE3YIbTAThl C MUHUMAJIBHOW MHTPArOCHUTAIbHOW CMEPTHOCTBIO U
HU3KOM MOTPEOHOCTHIO B TOBTOPHOM OIEpaluu Jake NpU HAIUYUM 3HAYUMOIO
COITYTCTBYFOILIETO TpoJiarica APyrux KiIarnaHoB cepama [504].
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7.3.8.3AKINIOYEHUE

 HHCT, B yactHocTH MUKcOMaTo3Hble u3MeHeHuss AOK npu cungpome
Mapdana, gBISIOTCS BEAyIIEH NPUUUHOW MPOJIAOUPOBAHMS CTBOPOK

AOpTAJIBHOIO  KJallaHa, YacTO COYeTasACh C  MHKCOMATO3HOM
nerenepanuu MK.

e Bmecte ¢ Tem, mns mpornanca AOK He pa3paboTaHbl HOPMATHBBI
TOJNIIWHBI U JUIMHBI CTBOPOK, KOTOPBIE MO3BOJUIU Obl HE TOJBKO C
MOMOIIIBIO BU3YaJIbHON OIEHKH, HO U KOJIMYECTBEHHO CYAUTh O HAIMYUU
WJIU OTCYTCTBUU MUKCOMATO3a CTBOPOK.

e IIponanc AOK B oTCyTCTBHE IWaTallMM KOPHS aOpPTHI SBJIAETCS OJHOU
U3 YacTbIX NpUYMH pa3BuTusi AP, HO TpeOyeT KOppeKUHUH TOJIbKO MpH
NOSIBIICHUM TsDKENOW AP C COOTBETCTBYIOWIEW CHUMIITOMAaTHKOM WIIH
cuctonnyeckor auchynkuuen JDK.
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7.4. NMPOJIANC TPUKYCMNMUOANIBHOI'O KITAMNAHA
7.4.1. AHATOMUA TPUKYCIMUOAJIbHOI'O KITAMAHA

TpukycnuianbHblii  KJANaHHbIA  KOMILUIEKC  BKJIIOYAeT: TPU  CTBOPKH
(mepeHIO0, 3aHIOI U CENTAIbHYI0), XOPbl, MAWUISIPHBIC MBIIIIBI, GUOPO3HOE
koJib10 ¥ Muokapn I1I1 u xxenynouka.

[TanmwIapHBIX MBI MOXET OBITh OT 2 10 9. AHAaTOMHYECKH  yYaIe
BCTPEUarOTCs TpH (CenTalbHas, IePEaHs W 3aIHs1) WK ABEC MAMUUISPHBIE MBIIIIBI
(cenrayibHas W IepeAHsIsA). 3aTHSSI MOXKET OTCYTCTBOBATH MM OBITH THIIOTPO(UIHOM.
[Tepennsist KpenmuTcs K MOJIEPATOPHOMY YUKy, HHOTAAa UMUTHPYS TPOMO BEPXYIIKH
IDK v HoBOOOpa3zoBaHUE.

Bce manumisipHbie MBIIIIBI MUMEIOT XOPIbI, KpEIJIEHHE KOTOPBIX OYEHb
BapuabenbHo. Tak, 70 50% ciyyaeB xop/bl nepeaHed MBIIIIbI KPENATcs TOIbKO K
nepenneit crBopke [505]. Kpome Toro, momoyiHUTEeNbHBIE XOpAbl K cTBopkam TK
MOT'YT OTXOIHTB OT cBOOOHOM crenku [1K u moneparoproro Tsoka [506]. [Tpu ITTK
MOXKeT HaOmojaThess yanuHenue xopa TK, dYro wacto accouuupyercs ¢
MHKCOMATO3HOM JiereHepaliieii camux cTBopok [507].

OynkuuonupoBanue TK 3aBucHT OT KoopAuHAIMU (PYHKIIMH BCEX OTUX
KOMITOHEHTOB. [lepemnsissi cTBopka — camas Ooublasi, CICAYIOIICH MO BEIMYHMHE
SIBJISICTCS 3aHSSA, COCTOSIIAs W3 HECKOJbKUX TpeOHEeH; cenTajgbHas CTBOpKAa —
HAMMEHBIIIAs, OHA OTXOJUT HEMOCPEACTBEHHO OT YacTu Kojbla TK, pacnonoxeHHON
BBIIIIE MEXOKETYI0YKOBOH ITeperopoiku [2].

Yamie Bcero HaOII0AaeTCs MPOJAIC NEepeaHEN, peke — CenTalbHON U 3aHel
cTBOpOK. CaMu CTBOPKM TpPHU 3TOM MOTYT OBITh YJIJMHEHbI, TPU MHUKCOMATO3HOM
JereHepali — YTOJIICHbI, U30BITOYHBI.

Konpo TK nmeer cnoxHyto TpeXMEPHYIO CTPYKTYPY U OTJIMYAETCS OT OoJiee
cuftMeTpudHoOi cemnosuaHoi Gopmbl kombia MK. ITo nanueiM TpexmepHoii DxoKT,
koo TK wmmeer asmummrncouanyio ¢opmy c¢ Oosiee Hu3KoNexkammmu (OImke K

—0

BEPXYIIKE) 3aJHECENTAIbHBIM W 00Jice BBICOKOJIEKAIIMM IEpPEIHECENTATbHBIM
yuaactkoM (puc. 5.3.1) [508].

MM

Puc. 5.3.1 - Tpexmepnas mojens koibiia TK (3auMcTBOoBano u3 Shapiro L.M.
et. a., 1985) [509]. A — epeHuit cCerMeHT KoJiblla. L—maTepaibHblii CErMEHT KOJIbIIA.
P —aguuii cermeHT Komblia. S—cenraabHbIi CETMEHT KOJIBIA.

[Ipu nponance munatanus konbla TK BblpaxkeHa naxxe Oosibllie, 4eM IpHU
JIETOYHOM TUIIEPTEH3UN U MIIEMUYECKOW TPUKYCIUIAJIbHON perypruranuu. Komasno
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pu 3TOM MpuodpeTaet Oosee oKpyriIyro GopMy, pacTATHBASCH MPEUMYIIECTBEHHO B
CenTalbHO-JIaTePaTbHOM HAIIPABJICHUH.

7.4.2.9TUONMATOIEHE3

B nacrosiee BpeMsi, HET JaHHBIX O POJIA CAMOCTOSTEIIbHBIX T€HHBIX JIOKYCOB
B ¢opmupoBanuu [ITK. OH MOXeT OBITH OJHUM W3 YACTHBIX MPOSBICHUN CaMbIX
pasubix HHCT (mpexae Bcero cunapoma Mapdana), comyrcrBoBath [IMK [510,
511].

@opmupoBanue IITK BO3MOXHO mNpuM OTCYTCTBHM €r0 MHKCOMATO3HOTO
MopakeHusi, 4eMy crnocoOcTBylOT ocobOenHoctu ctpoenuss TK. B wactHOCTH,
OonpInas UIMHA 30HBI CMBIKAHUS CTBOPOK, HAaJWM4Me OOJBIIOrO KOJIMYECTBA TPYIII
XOpJ1, TpeOeHYaTOe CTPOSHHUE 3aHEH CTBOPKH [3].

7.4.3.PACTNPOCTPAHEHHOCTb

VBPAJIA  BBIAEJIEHUE  Pacmpocrpamennocts IITK IO JaHHBIM  psaa 00JIBIINX
ayTOIICUUHBIX HCClieoBaHUM cooTBeTcTBYeT TakoBoi npu [IMK u cocrasmsiet ot 0,3
1o 3,2% [512, 513]. B otoOpaHHBIX IpyIax OHa, COOTBETCTBEHHO, Oojibie. Tak,
Cpeay MalMEHTOB ¢ U30JIMPOBAHHOM TPUKYCHUAAIBHON HexocTaTouHOoCThIO, IITK 1o
JTAaHHBIM ayTOTICHH ObLT BBIsBICH B 16% ciyuaes [514], cpeauw My 4uH MPU3BIBHOTO
Bo3pacta — 7,7% [9]. Ilpu Hamuumu nepsuynoro IIMK BoBiieueHue B mporecc
MUKCOMATO3HOHM JIeTreHepalui TPUKYCIHAAILHOTO KiamaHa, Mo JaHHBIM ayTOTICHH,
MoskeT gocturath 33-40% [515].

B IEJIOM, IITK MOKHO CUHUTATh OTHOCHUTEIBHO peIKUM
axoKkapauorpadudeckum (peHoMeHOM, KOTOPHIH Jarie Bcero accoruupyercs ¢ [IMK,
Tak, o manasiM Morganroth J. et a. (1980) [7], mpu DxoKI-uccnempoBanuu I1TK
BeisiBisieTest 'y 50% muir ¢ [IMK. Hccnenosanus Ribeiro C.L. (1989) [6] B 92%
CJIy4aeB BBISBHIIU TpoJiarc cenrtaibHoi, B 43% - nepenneii crBopku TK u B 15% -
3aJIHEW CTBOPKHU. Y JIUIl MOJIOJOTO BO3pPACTa M MOJAPOCTKOB B XOJI€ MOMYJISIIMOHHOTO
OxoKI -uccnenosanus [1TK takxe mocroBepro uare Berpeydaics npu [IMK (7,1%),
yem Oe3 Hero (0,4%; p<0,001). ITpu stom y neBymiek [ITK nmpu [IMK BcTpewaercs B
TpH pasa Jaie, yeM y roHourei [516].

[Ipy wcnonb30BaHMM MHUHHUMAJIBHOTO JMATHOCTUYECKH 3HAUYMMOTO YPOBHSA
npojabupoBanus no anaidoruu c¢ IIMK - mporubanue crtBopok Oosiee 2 MM -
pacnpoctpaneHHocTs [TTK B momysisiiiuu JiuI; MOJ10/10r0 Bo3pacta coctaBuia 1,7% (4
cyObekTa u3 BeIOOpKH B 234 venopeka) [ 517, 518].

7.4.4. 9XOKAPONOITPAPUYECKAA OUATHOCTUKA

Oxokapauorpaduueckas auarHoctuka [ITK 3arpynusercs otcyTtcrBueM
YeTKUX KpUTepueB (Hampumep, TIyOMHA TPOJAOMPOBAHUs, IOCTATOYHAS JUIS
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MOCTAHOBKH JTHArHo3a), HEBO3MOXXHOCTHIO BU3yalIU3allMi M3 CTAHIAPTHBIX CCUCHHN
BCEX TPEX CTBOPOK O HOBpeMeHHO [519].

[Ipu TT Ox0-KI' nponanc TKK IHarHOCTHPYIOT MPU ApPKOBUIAHOM CMEIICHHE
ctBopok TK Bbelme ypoBHsS €ro kompua B TPEX NO3ULOMAX. IMAPACTEPHAIBHOU,
anUKaJIbHOM M CYyOKOCTaJIbHOM.

IIpn 5TOM WHCHONB3YIOT YETBIPEX-KAMEPHBIE CEYEHMs Ui aAlUKAIbHOM U
cyOKOCTanbHOM MO3UILIMKA, M cedeHus: mo Kopotkoil ocu AK mapactepHanbHON U
CcyOKOCTaNbHOM MO3UIMHI JJIs1 BU3Yyalu3allMK NepeaHel u centaibHoi cTBopok TK

(puc. 5.3.2).

Puc. 53.2 - 2D u 3D sxkokapauorpapuueckas Buzyanmsanuss TKK: (A)
napacTepHalibHas MO3MIHMs 1Mo JuiMHHOW ocH; (B) mapactepHanbHas MO3HIHUS IO
kopotkoii ocu Ha ypoBHe AOK; (C) anukanbHasi dyetsipexkamepHas nosutiusi; (D)
CyOKOCTaJIbHBIN OCTYI. A — Iepe/HsIsl CTBOPKA; S cenTalibHasi CTBOPKa; P — 3aaHsis
CTBOpKa [1].

BriBegenne nmapacrepHagibHON MO3UIWK JJIMHHOM OCH TpUTOYHOTO oTAena [DK
JIOCTUTAETCS HAKJIOHOM JIaTYMKa OT CTAHJApPTHOTO MapacTepHAJIBHOIO CEUEHMS MO
nauHHOM ocu JDK BHM3 M MEIUAIBHO C OJHOBPEMEHHOM pOTAIMEM JaTdyvka I10
yacoBou ctpenke. [Ipu 3ToM ceyeHne npoxoauT yepes BhICOKO Jexamue Touku TK.
Hcnonp30BaHue 3TOro JI0CTyIa MO3BOJISIET MOBBICUThH CHEIUM(UUHOCTD TUArHOCTUKHU
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[ITK BciencrBue CioKHOTO IPOCTPAHCTBEHHOrO CcTpoeHuss TK M HEBO3MOXKHOCTH
BU3YAJIIM3aLMU TPEX CTBOPOK OAHOBPEMEHHO.

IIpu  wucnosb3zoBanum g auarHoctuku  IITK  gersipex-kamepHOro
BepxymieyHoro cedeHus (puc. 5.3.3), IUIOCKOCTh KOTOPOTO MPOXOIUT depes
HU3KoJexkanme Toukn Koimpua TK, moBbIIaeTCA  BEPOSATHOCTH  JIOKHO-
MOJIOXKUTENBbHOTO 3akiatoueHus o Hammunu I[ITK. Takoe nzonmpoBanHoOEe cMelleHUE
CTBOPOK 3a JiMHMIO Kosiblla TK, BHUAMMOE B 4YETBIPEXKAMEPHOW BEPXYLIEYHOU
IIO3ULIMH, SIBJISETCS OCHOBHOM ITPUYMUHON €0 TMIIEPAUarHOCTUKM.

Puc. 533 - Ilpomanc MK u TKK. V¥V o06oux
KJIaImaHoB mpoJsiabupyet 6osee omnoit crBopku (TT
9x0-KI', anukanbHas 4eThIpeX-KaMepHast MO3HUIIHS).

PexomMeHyeTcs  MCMONIB30BaTh BCE JOCTyIHbIE M  MaKCHUMAaJbHO
nepneHauKyJisgpHble Koublly TK  cedeHMs M3 BO3MOXKHBIX OINMCAHHBIX JOCTYIIOB
[520].

ITpu mpoBenenun Ixo0-KI' BO3MOKHO Takke n3MepeHue nuamerpa kosbia TK,
KOTOpoe MokeT 3HaunmMo pactupsatbes npu [ITK. YV B3pocnbix B Hopme ero KCJI He
noJpKeH mpeBblmath 28+5 mm. Jlunmaranmm kosbiia TK cooTBeTcTBYeT auamMerp
oostee 35 MM WM MHIEKCUPOBaHHBIN quametp 22 mm/m2 [ 1].

Jiist onenku peryprutanuu Ha TKK (B OOJBIIMHCTBE CllydaeB OHA JIETKas U HE
KOPPEHPYET C BHIPAKCHHOCTBIO MPOJIarca) IBETOBOE JOIMIIIICPOBCKOE UCCIICIOBAHNE
CJIeyeT MPOBOIUTH, IO MEHBIIEH Mepe, B JIBYX OPTOrOHAJIBHBIX ceueHusx [521].
Bemonnsercs:

1) u3mepeHnue nepenieiika perypruranuu (venacontracta);

2) pacu€r peryrutupyroniero o0béMa, (pakuuM  perypruTaiud |
s dexruBHor twiomaau orBepcetus TK mo PISA (proximalis isovelocity surface
area),

3) olleHKa HampaBlCHHS CTPYHM PEryprutanuu u pacuéra e IUIOMAAH IO
oTHOHIEHUIO K ruiomanu [111.

OrpaHWYeHUSIMH JIaHHBIX KOJMYCCTBEHHBIX METOJMK OILEHKHA TSDKECTH
TPUKYCHHIAIBHON  HEIOCTATOYHOCTH MOTYT  SIBJISITHCSI BbIpa)KEHHAsI
OKCIIEHTPUYHOCTh CTPYH PETYPrUTAllMK [pU TPOJarnce H MHOXKECTBCHHBIE,
pasHOHAMPABJICHHBIE TOTOKU TPUKYCIUAAILHON PErypPruTaIlHH.
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[Torpannuno ymepenHnas u Tspkenas perypruranusa Ha TKK noarsepxkmaercs
BBISIBICGHUEM  PETPOrpajHOrO  KPOBOTOKA B CHUCTOJIly MpPU  HMIIYJIbCHOM
JOMIUIEPOBCKOM HCCJIEIOBAHUM IE€YEHOYHBIX BEH M CIYXHUT JIudepeHIHnanbHO-
JAMAarHOCTHYECKUM MPU3HAKOM TSKECTH TPUKYCIUIATLHONW HEIOCTATOYHOCTH [ 522].

[loznHecucronuyueckass TPUKYCNUJAJIbHAS  PEryprutauus He  sSBISIeTCS
naTorHoMoHUYHbIM nipu3HakoM [1TK u Mmoxet HabmogaThes y 3M0poBbIX Jwuil [15].

Oxokapauorpadguueckuii auddepeHunanbuplii quarno3 npu mnpojamnce TK
BKJIFOYAET CIEAYIOIIHNE HO30JI0TUH [523]:

. Majibie (POpMbI AHOMAIMK DOIITEHHA;
. TpaBMaTUYECKOE MOBpPEkKIeHUE KiananHoro annapara TK;
J aputmoreHnHas aucruiaszus [DK.

[Ipu mukcomaroze TK ¢ ero mposnarcoMm HE0OXO0AUMO MTPOBOJIUTH AU IUATHO3!

. ¢ sugokapautom TKK (puc. 5.3.4);

. KapIIMHOMJTHOU OO0JIC3HBIO CEeP/IlIa;

. peBMaTHYECKOM 00JIe3HBIO CEP/IIIa,;

. JIEKapCTBEHHO-MHIYLIMPOBAHHOW CEPAECYHON BAIbBYJIONATHUEM.
Puc. 534. - Nudexmonnblit
sHpokapaut  TK, wmmuTupyrommi
«TICEBAOMHUKCOMATO3»

C uenbto auddepeHnnanbHOro quarios3a, Ipyu HeJ0CTaTOYHOW BU3yalu3alun
TpaHCTOpakaibHO, ucnoib3dyercs 2D-UIIDxoKI' [18]. Mcnonb3oBaHue B pexuMe
peanbHoro Bpemenu 3D-UIIDxoKI', B oTinmume OT APyrux HOCTYNOB M METOAMK
aXOoKapauorpaduu, Mmo3BOJISET OJHOBPEMEHHO BH3yalIM3UPOBATH BCE TPU CTBOPKH
TK B  JIMarHOCTUYECKH  CJIOXKHBIX Cly4asX MW [eped  ONepaTUBHBIMU
BMeEIIATEIbCTBAMMU.

7.4.5.KNIWNHWNYECKUE NMPOABJIIEHUA

VY mamuentoB ¢ IITK mosBieHue xano0 ciemyeT OXWUIATh MPHU Pa3BUTUHU
BBIPQKEHHOM HW30JMPOBAHHOM TPUKYCIHIAIBHOW HexocTtaTodHocTu. [Ipm stom Ha
IIEPBOE MECTO BBIXOJAT TaKHe HeCHelU(PUUECKUEe CHUMIITOMBI, Kak ObICTpas
YTOMJIIEMOCTbD, C1a00CTh, CHUKEHUE TOJIEPAHTHOCTH K (PU3NYECKON HArpy3Ke, MOryT
MOSIBUTKCS TIPU3HAKY TIPABOKEITYI0YKOBOM CEpPIeYHOIN HEJOCTATOYHOCTH [524].
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[To cpaBuenuto ¢ I[IMK mmns nui ¢ [ITK xapaktepst 60s1ee mo3aHee pa3BuTHE
cumnromHoit XCH mnpu Oosbiieil 4acTOT€ HEBPOJOTMYECKOW CHUMITOMATUKH
WHAJ[KEITyIOYKOBBIX HapyIICHUH puTMa [525].

AyckynbratuBHas kaptuaa npu IITK tpyanooriimunma ot rakosou npu [IMK.
OnHaKo CHCTOIMYECKUM KIMK U CUCTOJIMYECKUN IIYM CMEIIAIOTCS KO BTOPOMY TOHY
cpa3y mociie riayOookoro Baoxa wiM mnpucenanus, Torga kak npu [IMK ganubie
WU3MEHEHHSI ayCKYJIbTATUBHOM KAPTHUHBI IPOSIBISAIOTCSA JIMIIb I10CIE HECKOJBKUX
yIapoB cepjna [526].

[Iponanc TKK wMoxer mnporekarb Kak 0€3 CYHIECTBEHHBIX CHCTEMHBIX
IIPOSIBJICHUM, TaK U C BBIPAKEHHBIMU Ipu3HaKaMu BosieueHns CT. Takue nanueHTsl
MOTI'YT MMETh AaCTEHUYECKOE TEJOCI0XKEHNEe, HU3KUH MHAEKC MacChl Tea,
HEJOCTaTOYHO  Pa3BUTYI0  MycKyjaTypy. Hapymienuss TepMoperyisiiuu  Hu
BEreTaTuBHAs AUCQPYHKIMS HEPEIKO BEAYT K MOSBICHUIO OJEAHOCTH U MPaMOPHOTO
pucyHka koxku. Haumbonee xapakTepHbIMM HM3MEHEHHUSIMH CKEJeTa SBIISIOTCS
apaxHOJNAKTWJIMs, AapKoBHIHOE HE0O, BOPOHKOOOpa3Has WJIM  KWJICBHIHAsS
naepopMau rpyaHON KiIeTKU. YacTo BBIABISAIOTCA pa3INYHbIe HAPYIICHUS OCAHKH,
CKOJIMOTHYECKast  Jedopmanus TNO3BOHOYHMKA, KPBUIOBUAHBIE  JIOMATKU U
TUIOCKOCTOIINE, a TAK)KE CHHAPOM TPpsMOi criuHbl [21, 527].

7.4.6. TEMEHUE U NPOIHO3

Teuenne Hemukcomaro3Horo IITK cunuTaeTcss OTHOCUTENBHO OJArONPUSATHBIM.
[Ipu nanHOW maTomormu pUCK (HOPMHUPOBAHMS TSIKEIOW TPUKYCIUIATHHOU
HEIOCTaTOYHOCTH, Tpedyromen XUPYPTUYECKOU KOPPEKIIUH, HU30K.
IIporpeccupoBanune mMukcomaroza TKK Moxker mporekarb B paMKax OCHOBHOTO
3a0oneBaHus, Takux Kak cuHIpoM Mapdana, wmukcomarozubii IITK, c
GbopMHpOBaHHEM 3HAYUMOW TPHUKYCHUAAIBHOM HEAOCTaTOYHOCTH, KOTopas 0e3
COOTBETCTBYIOIIEW KOPPEKIIMU MOXET CO BPEMEHEM IPOTPECCHUPOBATH, MPHUBOAS K
YTSOKEJICHUIO CUMIITOMATHKU (cabocTh, CHU)KEHHE TOJEPAHTHOCTH K (PU3MYECKOI
HarpysKe), MOSBICHUIO OMBEHTPUKYJISIPHOW CEpJCYHON HEIOCTATOUYHOCTH M CMEPTH
[528].

TskecTp TUPKYCHUAAIBHOW PETYPrUTALUMU SIBIIAETCS MapKEpPOM XyIUIeH
BBDKMBAE€MOCTH IAIIMEHTOB BHE 3aBUCMMOCTH OT JPYTMX ITOKA3aTeseH, TAKuX Kak,
Hanpumep, ppakius Beiopoca JIK [20].

B omimune ot I1IMK, n3-3a OTCyTCTBHSI PETPOCHEKTUBHBIX M MPOCHEKTUBHBIX
ANUAEMHUOJIOTMUECKUX HCCIEIOBaHUM, HE pa3pabOTaHO KPUTEPHUEB OCHOBAHHBIX Ha
MOP(}OIOrHH CTBOPOK TPUKYCIHIATHHOTO KiIalaHa, KOTOPbIE MOTJIU OBl CITYKUTb IS
ctparudukauuu pucka mpu [1TK.

Beipakennsiii  (MukcomaTos3ubiii) IITK wMoxker ObITh MapkepoMm Oojiee
TSDKEJIOr0 TMopakeHus: kianmanHoro ammapara npu HHCT (B wactHocTH, mipm
cunapome Mapdana) u 0osiee I0X0ro MporLo3a mnpu conyrcrpyromem [IMK [21].
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7.4.7.IEYEHUE

Bonpocer Tepanuu npu IITK ormensHo He paspaboransl [529] (ACC/AHA,
2006). Her comuenuit, yto npu IITK ¢ mpodunakTudeckoin u je4eOHON LEIbIO
MOTYT HCITOJIb30BAaThCS IMPENapaThl, BIUSIONME HA META0OJIM3M COCAMHHUTEIHHOU
TKaHW. XUpypruveckas KOPPEKIHs BO3MOXKHA JIUIIb TP HAIAYUU  TSDKEIIOU
TpUKyCHHIaIbHOW peryprutanun [530] (pexomenmanmu ESC/EACTS, 2012) B
COYCTAaHWMM C  COOTBETCTBYyIomieW  cumnTomarukod  (lla  xmacc)  w/wim
HEOOXOIMMOCTHIO0 KOPPEKIUH MATOJIOTHH MUTpaibHOTo Kianana (| kimacc). Hanbonee
9acTO WCIOJB3YIOTCS Pa3IMuHbIC BapuaHThl aHHyJoractuku TK, mo3Bossromime
YMEHBIIUTH JHAMETP KOJIbIAa ¥ TEM CaMbIM yJIyYIIUTh CMbIKaHue cTBopok TK [6].

7.4.8.3AKNIOYEHUE KINKOYEBBLIE NMO3ULUAN

e JITK B EeI0M OTHOCSIT K OTHOCHUTEIBHO pEeaKUM
sxokapauorpadpuueckum  (peHomeHaMm,  dalle  BBIABISIEMOIO B
accommarii ¢ IIMK. OH wMoxker OBITh YacTHBIM MPOSIBICHUEM
pasnnunbix HHCT, npexnae Bcero cunapoma Mapgana.

* B Hacrosimiee BpeMsl OTCYTCTBYIOT KPUTEpUU MOPQPOIOTHYECKHUX
m3meHeHuit ctBopok TKK, xkortopeie ™Mornm Obl CHYXUTh IS
CTpaTU(PUKALUKA PUCKA [IPU €0 IpOoJaIce.

* DOxokapauorpaduueckas guarHoctuka [ITK 3arpyanena wu3-3a
HEBO3MOXHOCTH BU3YaJU3allMM U3 CTAHIAPTHBIX CEUEHUN BCEX Tpex
CTBOPOK OJTHOBPEMEHHO.

* Hemuxcomarosnsiii [ITK npu oTCyTCTBUM yMEpPEHHOM WIM TSIKEION
TPUKYyCHUAAIBHON peryprutanuu, mo anaimoruud ¢ [IMK, moxer ObITh
OTHECEH K KaTerOpuu HU3KOT'O PUCKA.
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7.5. TMPONABUPOBAHMUE KINAMAHA JIEFTOYHOM
APTEPUM

B cooTrBercTBHMM C MMEIOIIMMUCA JAHHBIMH MPOJIANC KJIalaHa JIETOYHOU
aprepun (ITKJIA) B HacrosIiee BpeMs HE MO3UIIMOHHPYETCS KaK CaMOCTOSATEIbHAs,
KJIMHUYECKU 3HaUYuMasl, KJIallaHHas aTOJIOTUSL. HaGmnronaercs ITKJIA
MPEUMYIIECTBEHHO MPU MUKCOMATO3HOM JEre€Hepaluy MOMYyIyHUM, KOTOpasi B CBOIO
ouepeqlb (GopMHUpyeTCs JIMIIb KaK COMYTCTBYIOIIEE COCTOSIHUE MPU KaKOM-JTHOO
monorenHoM HHCT, nanpumep, cuaapome Mapdana wmu [IMK [531].

AnatoMus IMYJIbMOHAJIBHOI'O KJIaIlaHa MPCACTABJICHA HA PHUC. 54.1.

Puc. 54.1. - Jlerounslii CTBOJI W TMPaBBIH
KEIyJI04eK B pa3pe3e C pa3BOpOTOM B
CTOPOHBI. 1-7€rOvHbId CTBOJ (BCKPBIT H
pa3BepHYT); 2-niepeHss MOJTy Ty HHAS
3aCJIOHKA;, 3-y3€JIKH IOJIyJyHHBIX 3aCJIOHOK
(ApaHnueBsl y3enkn); 4-paBblid KEITyI09eK
(BCKpBIT " pa3BepHYT);
S5-mpaBasi moNyJyHHas 3acliOHKa; G-jeBas
MOJTYJTyHHAsI 3aCJIOHKA.

[Ty apMOHANBHBIN KIIAIaH COCTOMT U3 TPEX MOJIYIYHHBIX CTBOPOK — IEPEIHEH,
neBoit u mpaBoit (puc. 5.4.1). Kaxmas W3 HHUX COCTOUT U3 LEHTPAIBHOTO CIIOSI
kotarena (lamina fibrosa) ¢ yrommennem Ha KoHuuke (ApaHIMEB Y3€JI0K).
DHAOKAPAUAIBHBIA CJION MOJHOCTHIO MOKPHIBACT (DUOPO3HBIA C HKEIYJOYKOBOH H
aprepuanbHoit oBepxHoctu. [Tomynynuss KJIA kpensitcs k GuOpo3HOMY KOJIBILY,
Ha/Jl KOTOPBHIM HMMEETCS PACIIMPEHHUE MPOKCUMAIbHONW YacTH JIETOYHOH apTepuu
(cunycel  BanbcasibBbl). AHAJIOTHYHO CTPOCHHIO AOPTAJIbHOTO  KJamaHa y
MyJIbMOHAJILHOTO KJIallaHa UMEETCsl CHHOTYOy IsipHasi 30Ha [ 532].

7.5.1.PACNNPOCTPAHEHHOCTb

Ceemenmst o  pacmpoctpaneHHoct [IKJIA B ob0meit  momyssiiuu
HEMHOTOYHUCIICHHBI U 110 JaHHBIM JX0-KI' nccnenoBanus cocrapisitor He 6onee 0,5%
[533] [534] Bo3pacras y MykuumH Mojojoro Bospacta 4,2% [535]. Ilo naHHBIM
AyTONICUMHBIX MCCIEIOBAHUN W3BECTHO, uTo npu Hanuuuu [IMK BoBieuenue B
MPOIIECC MUKCOMATO3HOM JiereHepanuy MyJbMOHAIBHOTO KianaHa coctaBisier 10%
(6e3 ero KJIMHUYECKH 3HAYUMOM MPHKU3HeHHOM aucdynkunn) [536, 531].
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7.5.2.9XOKAPOANOITPAPUYHECKAA ONATHOCTUKA

B nenom, omnenka mopdosorun u creneHu HepocrarouHoctd KJIA crioxnas,
CTaHIAPTBl HE BCErJa IMPUMEHHUMBI. DxoK[-marnocruky I[IKJIA  BBIIOJHSIIOT B
ITapacTEpHAIBHOM JOCTYIE B CEYEHNH 110 KOPOTKOW OCH Ha ypoBHE A0K.

IIpu nponamnce BbIABIAETCS AWacToaMdeckuid nporud mnomynynuit 11K B
BbiHOCAIMI TpakT IDK 3a ypoBeHb (prOpo3HOro komibua kinanasa. Jiis nmpaBuiibHOM
muarHoctuku [IKJIA mo3unus  JobKHA OBITh MaKCUMAaJbHO MPOJIOJIBHOM 10
OTHOLICHUIO K JIETOYHOM apTEPUU M BBIHOCAILIEMY TPAKTY IPABOrO MKEIyHO4yKa, a
nporud - CTPOro MNEPHEeHAUKYJISIPHBIM (UOPO3ZHOMY KOJIbIY, T.€. JIMHUH,
COEIMHSIONIEN TOUKHU KPEIUICHUSI MOy IyHUH KJIallaHa K CTEHKaM.

TpancropakanbHas onenka KJIA menee sddexTrBHA, YeM Opyrux KiarnaHoB
cepaua. [IpyunHamu sSBisoTCA:

. IUIOX0€ AaKYCTUYECKOE OKHO 3a CUET Y3KUX MEXpeOepuil W HacIOEHUs
JIETOYHOM TKaHM, OCOOCHHO y MAIMEHTOB ¢ HEJJOCTATOYHOM 001l BU3yanu3aluen;

. menbmas, yem y AOK, Tommmua ctBopok KJIA mu3-3a Oosee HU3KOTO
JABJICHUs B IIPABbIX OTJEJIAX 10 CPABHEHUIO C CUCTEMHBIM J1aBJICHUEM,;

. BO3MOKHOCTh BU3YaJIM3UPOBATh OJHOMOMEHTHO TOJBKO OJHY WJIH [JIBE
CTBOPKU KJlallaHa U3 TPEX.

Kak mpaBuio, yarie 3To nepenHsisi cTBopka (OJvke K BHEIIHEH CTOPOHE) U, B
3aBHCHMMOCTH OT HAaKJIOHa JaTyMka, npaBas win JyeBas (Ommke k AOK). Ecnm
onHoBpemeHHo ¢ KJIA ynmaérca BusyanusupoBatb TKK, To B cpe3 BMecte cC
nepeaHei cropkoit KJIA mnomnaaaet ero npasasi CTBOpKa, nHaue — Jieas. [lonyunts
JOTIOJTHUTENbHYIO HMH(QOpPMAIIMIO HHOT/Aa TO3BOJISIET CYOKOCTaJbHBIA JOCTYI B
ceuenun 1o kopotkoi ocu AOK miu 3D-DxoKI (puc. 5.4.2) [537].

-
PT-SAX¥iew
-~
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Puc. - 5.4.2. Busyanuzanusa KJIA u3 napacrepHaabHOT0, CyOKOCTaIbHOTO JTOCTYIIOB
2D-Dx0KI" B cedennn mo kopoTkoit ocu AoK um ceueHune Ha ypoBHE OCHOBAHUS
cepana 3D-DOxoKI'. RA- npaBoe npencepaue, RVOT — BBIHOCAIINN TPAaKT MPaBOro
xenynouka, PA — myneMoHanbHas aprepus, PV — kinanaun nerounoit aprepuu, MV —
MUTpaJIbHBIN KJanad, TV — TpUKyClUAAIbHBIN KIanaH.

IIpn YII-OxoKI' onenka KJIA 3arpynHeHa nanbHUM pPACHOJIOKEHHEM OT
BBICOKOYACTOTHOTO JaT4yuka M pacnojiokeHueM kosblia KJIA  mapamnensHO
HaMpaBJICHUIO YIbTPa3BYyKOBBIX Jyueit [537, 538, 539].

Jlyummumu nozunmsimu it oueHku [TKJIA OynyT TpaHcracTpaibHBIA JTOCTYN B
ceyeHun BbIHOcAmero tpakra IDK, moctynm w3 cpenHeld yacTM NUINEBOJA C
BHU3yaJlM3alleN IPUTOYHOIO U BbIHOCAWIEro oraenoB DK m goctyn u3 BepxHen
YaCTH MUIICBO/IA B CEYCHUH IyTH a0PThI 10 KopoTKoit ocu (puc. 5.4.3 (a, b, ¢)) [9]

Puc. 5.4.3.a. - Busyanuzanus mymnpMoHansHOTO KianaHa npu YI1-DxoKI™ wu3
cpenHero otaena nuiieBoja. LA — nmeBoe mpeacepaue, RA- mpaBoe mpeacepaue,
RVOT — BeiHOCSIIMIT TPaKT MpaBoro xeinynouka, PA — nynbmoHanbHas aprepus, PV
— kiamnad Jieroudot aprepuu, ATVL, PTVL —crBopku TKK
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Puc. 5.4.3. b - Busyanuzanus KJIA u3 BepxHel 4acTH HHUINEBOAA B CCUCHUU
110 KOPOTKOM OCHU IYTH A0PThI

Puc. 54.3. ¢ - Busyanuzauus KJIA u3 TpacracrpanbHoro aoctyna npu YII-
OxoKT'

[TyneMoHnanbHas peryprutauusa npu IIKJIA xopomio Buzyanusupyercs Hpu
TPAHCTOPAKaJIbHOM HCCJIEIOBAHUM 32 CUET OJIM30CTH K AATUUKY, PEAKO JIOCTUTAET
YMEpPEHHOW WM Tsokenou cremenu. Jl€rkas Hemocrarounocth KJIA He Oyxer
conpoBoxaarees aunaranuen [DK. [Ipu nBeToBOM IONIUIEPOBCKOM HCCIIEIOBAaHUU
MIMpUHA TOTOKA peryprutanuu B BbiHOcsmeMm Tpakte [[DK  wmenee 10mm, a mpwu
UCCIEOBAHUH B PEXKHMME HENPEPHIBHOTO JOIIUIEpAa HMMEET HHU3KYIO CKOPOCTb
3aMeieHus W cia0ylo IUIOTHOCTh moToka. [Ipum 3Ttom (QyHKUMOHanmbHAsA, JETKOM
CTCIICHH, PETYPrUTAIASI UMEETCs Y OOJIBIIMHCTBA JIHI ¢ Hem3aMeHeHHbIM KJTA [540].

VY psna nun peryprutanus Ha KJIA MoxeT ObITh 00ycClIOBIIEHa BPOXKAECHHOM
aHOMaJuen, Korja MMEKTCA He TpHW, a ABe uiu 4erbipe crBopku KJIA. B sTmx
ciydasx TT-OxoKI' u UYII-OxoKI',  momonnenusie  3D-DxoKI', mno3BomsitoT
audGepeHIUPOBaTh ¥ aHOMAJIMKM KOJIMYECTBA CTBOPOK (OMKYCIHIAIBHBIN WK
KkBajpukycnuaaibhbiii KJIA) u xapakrep ux JBWKeHHUs (KymojooOpasHoe — WM
MpoJIaliC) U OCOOCHHOCTH CTPYKTYpbl (THIOIIIA3Usl, IUCIUIA3Us WM IOJIHOE
orcyrctBue KJIA). Mukcomarto3 ctBopok KJIA ¢ WX BBIpaKCHHBIM YTOJIICHUCM,
poIadMPOBAHUEM U YMEPEHHOM WJIU TsDKENOW HenmocTaTouHOoCThi0 KJTA, Bo3HUKaeT
KpaiiHe peako. B srom cnyuae muddamarnos, kak u B ciaydae mposanca TKK,
CJIeyeT MPOBOJIUThH C KaApIIMHOUIHBIM CHHIAPOMOM, WH(MEKIIMOHHBIM SHIOKAPAUTOM
Y peBMaTHYECKOU OoJie3HbIO cepama [537].

7.5.3. KMMHUYECKHUE MNMPOABIIEHUA

IIKJIA He BHOCUT IPAaKTUYECKN HUKAKUX U3MEHEHNH B KIIMHUYECKYIO KapTUHY
npu HHCT u y npaktryecku 310poBbIX Jnll. [[ake nosBIIeHHE 3HAYMMOM JIETOYHOMN
pEerypruTanuu JUIMTEIbHOE BpEeMsl HE MPUBOAMUT K (DOPMUPOBAHUIO CUMITOMATHKH,
XapaKTepHOU I cepaeuHor HepocTaTouHOCTH [531]. AyCKyIbTaTHBHO BBISBIISIOTCS
ociiabJieHUue BTOPOTo TOHA M CITa0bIi quacToIMdeckuii myM B mpoekimu KJIA [536].
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7.5.4. TEMEHUE N NPOIrHO3

[Iponanc nmyaeMoHanbHOro kinanana B kadectBe CAC mmeer OsaronpusTHOe
TE€YEHUE W HE BJIMSIET HA MPOTHO3 OCHOBHOI'O 3a00JIEBaHUs, B PaMKaX KOTOPOrO OH
pasBuBaercsa. [losBnenue 3HauMmMoW myJibMOHaNbHOM peryprutannu npu [IIK
MaJIOBEPOSITHO M OOYCJIOBJICHO, CKOpEe BCEro, MHBIMH TNpUYMHAMH (Hampumep,
JMIaTalMed JIETOYHOUM apTtepuu npu cuHapoMme Mapdana) [541]. [Ipu sTom maxe
BBIPDAKEHHBIE MHUKCOMATO3HbIE HM3MEHEHHsSI C TIIyOOKMM MpojadHpOBaHUEMHU
3HaYMMOM HenocTatoyHOCThIO [IK penko mpuBOIAT K CYIECTBEHHOMY YXYALICHUIO
KauyeCTBa KU3HH.

7.5.5.IEMEHUNE

[MTammenTer ¢ TIKJIA HyXmaroTcs B TPOBEACHUU 3XOKapauorpaduyueckoro
MOHHUTOPHUHTA 3a pa3MepoM U GyHKIHUEH MPABOTO KEITYI0UKa C IS0 ONPEACIICHUS
ONTHMAJIBHOIO  BPEMEHH  BO3MOXHOIO  XUPYPrMYECKOrO0  BMENIATEIbCTBA
(mpoTe3upoBanus kiamnana) [537,542].

7.5.6.3AKINIOYEHUE

o TIKJIA sBasercs ogHUM U3 HanOosee OJArompHUITHBIX B KIMHUYESCKOM
teueHun BapuantoB CAC.

* Bwmectre c Tem, »sxokapauorpaduueckuii JOCTYH U BHU3yalIU3alus
ctpykryp KJIA 3aTpyaHeHa BBUAY OCOOCHHOCTEH €ro aHaTOMHYECKOIrO
pacmoJIOKEHUSI U CTPOCHUS.
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8. ACUMMETPUA TPEXCTBOPYATOIO AOPTAJIBHOIO
KITAMNMAHA

8.1. TEPMUHOJIOIMNA U ONPEAENEHUA

Acummerpust TpexcrtBopyaroro aopraibHoro kiamana (ATAK) BeimeneHa B
kauectBe CAC BBHUAY BBICOKOI 4aCTOThl AHATOMUYECKOW acuMMeTpun cTBOpoK AK
(97,5% ayromcuiiHeix  mccaenoBanui) [543], a Takke 00OCHOBAaHHOTO
MPEANOJIOKEHUS, YTO YKa3aHHBIE OTKJIOHEHWS OT HOPMBI BBI3BIBAIOT W3MCHCHHE
reMOJIMHAMUYECKOW HAarpy3KH Ha CTBOPKHM KJIAllaHA W SIBIAIOTCS MPUYHHOU Oolee
paHHero ckieposa u kanbimHo3a AOK [544, s45].

[IpoGiema KaIbIMHUPOBAHHOTO AOPTAIBHOTO CTEHO3a HAa CETOMHAILIHUIN JCHb
MOJTHOCTBIO HE pEIIeHa, XOTs 3a TMOCJIEeIHWE JBa JIECATUICTHUS BBISBICHBI HOBBIC
NaTOTeHETUYECKNE MEXAaHU3MbI ATOW MATOJIOTMH - B3aUMOCBS3b C T€HETHUECKUMU
(hakTOpaMu, BOCHIAIUTEIHHON HHOUIBTPAIIUCH U KOCTHBIM MeTaboau3mMoM [546]. T1o
pe3yibTaTaM OJIHOTO M3 MCclieoBaHUU KIMHUKM KiuBieHaa, omyOJMKOBAaHHOTO B
2014r. 71 namuent u3 34 326 ¢ sxokapauorpadgudeckumu nmpuzHakamu ctenoza AOK
UCXOJAHO HE MMEJIM OpPraHUYeCKON MaToJIOrMM TPEXCTBOPYATOro aopTajIbHOIO
knamana (TAK). Oanako yepe3 3 - 6 JieT y 3TUX MAalUEHTOB ObLI AMArHOCTHPOBAH
aopTalibHbIA cTeHO03. CpelHMil MoKa3aTeldb aCUMMETPUU CTBOPOK B 3TOM TpYIIIE
OKa3aJiCs C BBICOKOM JOCTOBEPHOCTBIO BBILIE, YEM B KOHTPOJIbHOW. TypOyneHTHBIN
MOTOK, CO3/1aBaeMblil Mpu acuMMeTpuu cTBOpok AOK, 1o MHEHHIO aBTOPOB, MOXKET
ABIATHCA yOEAUTENbHOW NPUYMHOW PA3BUTUS AOPTAIBHOTO CTEHO3a Yy OTOM
Kateropuu nauueHtoB. Takum oOpa3om, paccmorpenue ATAK, kak BO3MOKHOIO
npeaukropa panHero kaneiuHo3a AOK, sBnsercs OIHUM U3 MEPCIEKTUBHBIX
HAyYHBIX THIIOTE3 B 3TOM HarpasiicHuH [544].

Kpome Toro, Beimenenue ATAK mpencraBisiercss akTyaldbHbIM C MO3UIIUMHU
auddepennnanbHoro guarmosa ¢ asycrBopuateiM  AOK  (JIAK), T.x. oHu
CUMUTHUPYIOT» JPYT Jipyra NpuU CKPUHUHTOBOM JUArHOCTHKE, a TaKTUKA BEICHUS
NAIHUEHTOB MPH 3TOM Pa3JIMYHA.

ATAK mnpemnararor paccMaTpuBaTh Kak IIOIPAaHHUYHOE COCTOSTHUE MEXIY
HOPMO#, K KOTOpO#l clleayeT OTHOCUTHh HOpMaibHbii AK, U sBHOW aHOManuew,
IPOSIBIAIOIIECUCSA OJHO-, IBYX- HJIM YETBIPEXCTBOPYATBHIM AOPTAIBHBIM KJIAIIAHOM
[547, 548, 549, 550, 551].

Kak mposisnenne HHCT ATAK BrepBeie Obuta BKJIIOUEHA B KJIacCHU(UKALUU
MAC y nereit C.®. I'nycaeBsim 1 FO.M. BenoszepossiM B 1997T. [552].

Pa3pabotka nuarnoctuueckux kpurepueB ATAK crano cienctsueMm u3ydeHus
BHeJpeHus sxokapauorpapuyeckux napamerpo JAK. Jlo nosBieHust n1ByxXMepHOM
sXoKapauorpaguu  acUMMETPHUS CMBIKAHHMSI  aOpTAJbHBIX  MOJYJIyHUH  ObLla
€AVMHCTBEHHBIM JuarHoctuueckum kpurepueM JIAK u numarHoctupoBanace INpH
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CMEILEHUH JIMHUM CMBIKAHHMS JTUX MOJYJyHHA OT ILE€HTpa C BEIUYUHOMN
skcuenTpucureta (EX) 6omee nmum paBuoit 1,3 [553]. C mosiBiacHHEM JIBYXMEpPHOTO
peXnma CTaJIO MOHSITHO, YTO HE Bcerga Kputuyeckud Ex cBsaszan ¢ Hanmuuem J[AK,
OH MOXET MOSIBIATHCA U NPU BbIpakeHHON acumMmerpun TAK.

Hopwmanbnas anaromust TAK npencrasiena Ha puc. 6.1. u 6.2.

Puc. 6.1 - Moaenp aopTagbHOTrO
KJamnaHa B 3akpbIToii (A) u oTkpsiToii (B)
TIO3UITHUSIX. Kaxnas CTBOpKa
TIOJTYJTyHHOTO KJ1anaHa UMeeT

KapMaHomo00Hy0 (opmy. Crpenkamu

Aorta

METRICI] l 2 ’ METRIC |1 ‘ 2‘

yKa3aHbl KOMHCCYphI [ 554].

Puc. 6.2 - AoprajpHbli KJalnaH B
pa3BepHyTOM BHj€. [I[yHKTUPHBIMU JTMHUSAMH
OTMEUEHA JIMHUSA CMBIKAHUS CTBOPOK. Mexay CcBOOOAHBIM KpaeM U MECTaMH
KPEIUICHUS Ka)KJI0M CTBOPKU BBIJIEISIOT JBE JTYHYJISIPHBIE 00JIaCTH, MPEICTABISIONINE
MIPOTHUBOIIOIOKHBIE TIOBEPXHOCTH MEXKIYy CMEXKHBIMA KIIAlAHAMH B 3aKPBITOM
coctosinuu. Cokpaienus : R —mpaBasi, L — sieBast KopoHapHbIe CTBOPKH, P — 3aHs1s
(mexoponapuas) ctBopka. Komwmccypelr (*) pacnonararorcs Ha  ypOBHE
cuHoTyOyisipHoro coenunaenus (STJ) aopter; N — ApannueB y3enok; LC — neBwiid
KopoHapHbIil cunyc; RC — npaBsliif kopoHapHblii cuHyc; CONUS - KOHYC KOPOHAPHOTO
cunyca; STJ - CHHOTYOyJIsIpHOE coequHeHue aopThl [11].

[To nanabiM [543] dame MMeeT MECTO YBEIWYCHHE OJHOTO W3 TOJIYJIyHHU:
HeKopoHapHoTro — 32%, npaBoro kopoHapHoro 36%, iesoro kopoHapHoro — 17,5%
CJIy4aeB, peXe YMCEHbBIIEHHWE OJHOTO W3 TOJYJIyHHI: HeKopoHapHoro — 3,5%;
npaBoro koponapuoro — 4%; neBoro koponapuoro — 4,5% cny4daes.

JlommycTiMasi BApMAaTUBHOCTh CTPOEHUS HOPMAJIbHO (DYHKIITMOHHMPYIOMIETO KiamaHa
ornpejeNnsieTcss pasHuiien miomanu noaynyHui 1o 10%. IIpu npeBbIieHUH 3TOro
npenena cruenyer paccmarpuBatb ATAK B kauectBe CAC.

8.2. PACMNPOCTPAHEHHOCTb

Mopdonoruueckas u sxokapauorpaduueckas pacrnpoctpaneHHOCTs ATAK 1o
pe3ysibTaTaM HCCJIeIOBaHUi mocieanux jer cocrapisieT oT 10 qo 20% [555, 556,
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557]. V mun crapmux Bo3pacthbix rpynn ATAK Beisisiercs pexe (14,7%), yuto ¢
OoJTbIIIeH BEPOSITHOCTHIO OOYCIIOBJICHO MMITOIMATHOCTUKOMN BCIICACTBUE 3aTPY/THCHUIT
BU3yaIIU3aI[MH BHYTPUCEPACUYHBIX CTPYKTYP Y JIMIL TIOXKHIIIOTO Bo3pacra [555].

Beposarnocts BoisiBneHus ATAK Bo3pacraeTr ¢ yBeIWYEHHEM KOJIMYECTBA
BHEIIHUX (eHOB coeauHuTeabHOoTKaHHON auciiazuu (CT/I), Ho B 4 % ciydaeB
BCTpEYAETCd W UW30JUPOBAHHAS ACUMMETpUsA AOPTANbHBIX IIONYJyHUH, HE

aCCOLMMPOBAaHHAs C OOJBIIMM KOJMUYSCTBOM IPHU3HAKOB au33MOprorenesa [558,
556].

8.3. MNATO®PU3NONOINMNA N NATOMOP®ONOINA

Ha maremaTtndeckoil Mojenu J10Ka3aHO, YTO 4eM OOJIbIIE Pa3IUunue MEXIy
IUIOLIASIMUA AOPTAJBHBIX MONYJIYHHI, TeM 0oJjiee HEpaBHOMEPHO pachpejeieHa Ha
HUX Harpyska, qocturas kpaiaux npeaesnos npu JJAK [559]. Ilpu aTom BeipaskeHHasI
aCUMMETpHUSl  TIOJIYJIYHHHA  CIOCOOCTBYET TeMOAMHAMUYECKON TIEperpy3ke W
MUKPOTpPaBMAaTH3aIMd aHOMAJIbHO pPa3BUTOW (HAMOOJBINCH) CTBOPKH H 3aIyCKY
MaTOJIOTUYECKOM IEMU COOBITH, BEIYIINX B UTOre K POpMHUPOBaHUIO OOJIee paHHEro
ckiepo3a u kanbiuao3a AK [5].

Cpemn  mocinenHux  HaspiBator  Hakorienwe — JIITHII,  aktuBamuio
MeTauionporeas, MHUUIHUPOBAHUE C HCXOJOM B CKIEPO3 U OOBI3BECTBICHUE C
Pa3BUTHEM CTEHO3a AOPTAJIBHOrO KianaHa. Mopdosioruueckol OCHOBOM CIY>KUT
Me3eHXuMalibHas auctuiasus [ 560], 3amyckarorias MECTHbIC peakiuu 1e(eKTHOrOo
KOJIJIAr€HA B OTBET HA TEMOJMHAMUYECKYIO NIEPErPY3KHU.

MHorue aBTOpbl OTMEYAKOT, YTO NATOIN€HETUYECKUE MEXAHU3Mbl KAJIbIMHO3a
npu JJAK u ATAK eaunbl. 9TO NOATBEPKAAETCS OJUHAKOBON MHUKPOCKOIHUYECKOMN
KapTUHOW monynyHuil npu kanpuuduuupytomem creHoze AK u kanbiunose JAK
[561, 562, 563].

Kanbiudpukauuss npu ATAK nHacTynaer mo3ke, 4YeM IMpU HOPMaJIbHO
¢ysakmuonupytomem JIAK (B mocimegHem ciiydae K TPETheMy M YETBEPTOMY
JCCSATHIICTUAM KU3HH) [564].

8.4. AOWUAITHOCTUKA

Hus  nuarHoctukn  ATAK  paspabGortanbl  3xokapauorpaduyeckue U
naToMop(dONOTHYECKUe KpUTepuu. B HOmoNHEHHe K  WHCTPYMEHTaJIbHOMY
UCCJICIOBAHMIO IieTiecoo0pa3Ho oreHuBath ¢Genotunudeckue npusHaku HHCT,
0COOEHHO Ha TpeaMeT Map(PaHOMIHOUIHOW BHEIIHOCTA MU CKEJICTHBIX aHOMAJIHH
[565].

8.4.1. 9XOKAPOANOIPAPUYHECKAA OUATHOCTUKA
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B wHopme mpm TpaHcTOpakasibHOM wuccienoBanun B 2D-pexume wu3
MapacTePHAIBLHOIO JAOCTyNa MO KOPOTKOM ocu AK COCTOUT U3 TpeX CHMMETPHUYHO
pacmonoxeHHbIX cTBOpOK. [locnennue, 3aKkpbIiBasch B qUACTONY, 00pa3yioT QUrypy,
MOXOXKYI0 Ha TEPEeBEpHYTYI0 HMOmeMy aBToMobOuns «Mepcenec». Ilpu sTOM
KOMHUCCYpbl pacnojaraiorcss Ha 2, 6 u 10-M wyacax ycinoBHoro uudeponara
COOTBETCTBEHHO (puc. 6.3).

Puc. 6.3 — Bwmyamuzamus sHopmaisHoro AK npu TT Dxo-KI' wu3
apacTepPHAILHOrO0 J0CTyma 1mo Kopotkod ocu (A) m mpu YIT Dxo-KI' (B) ¢
IpaBHIBHBIM B3auMOOTHOIIeHHEeM ero cTBopok. Coxpaimenus: (RCC — mpasas
kopoHapHasi cTtBopka, LCC — neBas koponapHas ctBopka, NCC — HekopoHapHas
ctBopka, LA — neBoe mnpeacepaue, RA — mpaBoe mnpexacepaue, PA — kianan
yJIbMOHAJIbHOM apTepuu, TV — TpUKyCIHIaIbHbIN KiIamnaH).

MoaudunupoBannas metoauka 1o BeisiBieHHI0O ATAK Obuia ocHoBaHa Ha
pacueTe mokasarelisi IKCIEHTPUCUTETA, pa3pad0TaHHOIO UCXOJIHO JIJIsl  IHUArHOCTUKU
JIAK [566]. Pacuer skcuienTpucuteta npousBoautcs mo ¢popmysie Ex=0,5* 1Ao/B,
rae JJAo— nuameTp aopThl Ha YpOBHE aOpTajIbHOIO KOJiblla, B — paccrosiHue ot
nepeHed CTEHKU aopThl JO JIMHUM CMBIKAHUS TMOJYyJyHUU. JluarHoctudyecku
3HauMMOM BenuuuHou aist Bepudukanuu JJAK sBisiercs mokazarens >1,3.

3emmoBckuM 9.B. m coaBT. Ha ocHoBaHuu Ix0-KI-oOcinemosanus 145
MPaKTUYECKH 3J0POBBIX JIMII B Bo3pacte oT 18 mo 23 net, npeaioxersl DxoKI -
QITOPUTM ¥ HOPMATHBBI, TO3BOJSIONIME OOHAPYXXKMBATh CiIydyad HapyIICHHS
IIPONIOPITMOHATILHOCTH a0PTAIBHBIX MOMYyayHui [567] (puc. 6.4). D10 eAMHCTBEHHAS
paboTa OTEYECTBEHHBIX aBTOPOB, M IJIararolias HOBbIH KOJTMYECTBEHHBIH KPpUTEPU
IKCLIeHTpUcuTeTa CTBOPpOK AK JUIsi MUArHOCTUKU WX aCUMMETPHUH, B OTJIMYHE OT
UCIIOJIb3YEMOT0 paHee.
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Puc. 6.4. - BoisiBnenne ATAK: cieBa — 3KCLIEHTPUYHOCTD JIMHUW CMBIKaHUS
A0PTAJILHBIX CTBOPOK B quactonly (M — pekum); cripaBa — aCUMMETPUs TOTYITyHUI

AK (mapacrepHalibHOE CEUCHHE 110 KOPOTKOM OCH) (3aMMCTBOBAHO M3 3EMIIOBCKHIA
2.B., Manes D.I'., 2012 [13])

Cnenyet yunutbiBath, uto npu TT-DxoKI' MOXET BO3HUKATh Kak T'MIIO-, TaK U
runepauardoctuka ATAK, wim ommbounas mguarHoctuka JIAK. DTo cBsizaHo ¢
orpaHuyYeHHsIMU TapactepHaibHOoro nocryna TT-OxoKI' mnga Busyanuzanuu uz-3a
y3KUX MEXpeOepruii miin 0COOCHHOCTEH PACIOJIOKEHUSI Cep/illa B TPYAHOM KIIETKe, a
TaKKe TPH IJI0X0H 00IIel Bu3yanu3anuu. Toraa y onepaTopa He BCET/ia IMOaydaeTcs
noctuyb KoppekTHoro cedeHuss AOK wim mnomyduTh H300pakeHUE HYXKHOM
YETKOCTU. B HEKOTOPBIX Ciaydasx yinydmnTh Busyanuszaunio AOK mo kopoTkon ocu
MOMOTaeT CyOKOCTaIbHBIN HOCTYIL.

Paznosenukue crBopku ATAK crenyer nuddepenuuponats ¢ JJAK, koTopsrit
B JINACTOJIy MOJKET Ka3aTbCs TPEXCTBOpUYAThIM. [l oTuX nenerd ucnoassyercs YII-
Ox0KT', kotopas B cinyuasax cioxkHoil mopdoaorun AOK npu TT-DXoKI' nomoraer
muddepeHipoBarth 3Th ABa cocrostaus (puc. 6.5).

Puc. 6.5 - Bapuant pa3HOBEIMKOCTH
ctBopok AOK npu JJAK c¢ nepembrukoi Ha
onHOM n3 crBopok (UIT-DxoKT).

Haubonee MEPCIIEKTUBHON METOJAUKOU KOJINYECTBEHHOU OLIEHKU
BHYTPHUCEPACUYHBIX CTPYKTYp, B ToM uncie CtBopok AOK, sBisiercs 3D-UII-OxoKT'.
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Hcnonb3yercs aBTOMAaTHMYECKHM aJITOPUTM MOJECIUMPOBAHUS U KOJIUWYECTBEHHOU
ouenku npu 3D-UII-OxoKI', aemoncTpupyromuii 6ojgee TOYHBINA KOIMYECTBEHHBIN
MOAXOJ K OLEHKE pa3Mmepa KJIalmaHOB M KOPHSA  aopThl, YEM JApYrue
axokapauorpapuyeckue metoauku [ 568] (puc. 6.6).

Puc. 6.6. — I[lpumep comocTaBieHUs] pe3yJbTaTOB PYYHOTO WU3MEpPEHUS IMPHU
2D-UIl-DxoKI" u aBromarmueckoro mpu 3D-UII-OxoKI', nemoncTpupyromuii
CYIIECTBEHHYIO pa3HUIly B u3MepeHuu auamerpa ¢pubposznoro konbia AK kak B
HOpMe, Tak W npu naroyioruu (3aumcTBoBaHo u3 CallgaA. et a., 2013) [26].

Pexomenyemast MmeToauka sxokapauorpaduaeckoi guarnoctukn ATAK

1. M-pexum TT-Ox0KI': 3KCLIEHTPUYHOCTH JINHUH CMBIKAHHS A0PTAJIbHBIX CTBOPOK
B auacrony >1,2 (ayBcrButenbHocTh 90%, a cnenuduunocts — 97,3%) [13].

[Ipu KOppEKTHOM MO3UILIMH MTO3BOJISIET 3aM0J03PUTh U MOATBEPAUTH ACUMMETPHIO
ctBopok AOK, nzonupoBanno He no3BossieT auddepenuporats ATAK ot JIAK.

2. 2D-pexxum TT-DOxoKI' : cmemenne xotst Ob1 oHO#M 13 kKomuccyp AK Ha 1 gac u
6oree ycnoBHOTO 1udepodaTa u3 ctBopok AK B mapactepHaIbHOM JOCTYIIC O
kopotkoi ocu AOK.

Takoe cmernieHne OLIEHUBAETCS KaK BhIPAKEHHOE U TPEOyeT MOATBEPKIACHUS TPH
UIT-Ox0oKT'. JlanHbIi pekiuM MO3BOJISIET Y Psijia MalMeHTOB qudpepeHnnpoBaTh
Hopmy, ATAKu JJAK.

3. 2D-pexum UII-OxoKI: xopomo qudpdepenunpyer ATAK u JTAK.
4. 3D-pexum UII-DxoKTI': siBasieTcst onTuManbHbIM B orieHke Mopdosiorun AOK.
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8.4.2. NMATOMOP®OJION'NMYECKAA ANATHOCTUKA

Mopdo-anatomuueckum  kputrepuem ATAK  npemnaraercss  BeauduHa
OTHOIIEHUS TuToaan cTBOpok AK Kk mmiomamu mpocBeTa KOpPHS aOpThl Ha yPOBHE
KJIaITaHHOTO KoJiblla. Benmnunna aToro otHomeHus ot 29 no 37% paciieHuBaeTcsl Kak
BapHaHT HOPMbI, paBHOM niu 6osee 38% - kak ATAK [3].

8.5. KIMHUYECKMUE NPOABJIEHUA

Kimnuanueckue mnpossienuss ATAK wmamocnenupuuHbl. 3HAUYMMO — yamie
BBISIBIISIIOT XKanoObl  HAa  NPECHUHKONAJIbHBIE  COCTOSIHMSI,  CHU)XKEHHUE
paboTOCIIOCOOHOCTH, HAPYIICHUS CEPACYHOTO PUTMA, KOTOPhIE B OOJbIIEH CTENCHH
CBSI3BIBAIOT C BEreTaTWBHOW nuchyHkumed [569]. AyckynbTatuBHBIE (EHOMEHHI,
xapaktepuble s nopaxenus AOK, cienyer oxuaaTe NpU NMPOrpeCCUPOBAHUU
¢bubpo3a, KamblMHO3a TOJYJIyHUH, (HOPMUPOBAHUU TEMOAMHAMUYECKH 3HAUYUMOMU
perypruTaIym.

OOBEKTUBHOE UCCJIEIOBAHUE II03BOJISIET BBISIBUTH BHEIIHHME IPU3HAKH,
xapaktepHbie a1 HHCT (cM. npu3Haku CUCTEMHOTO BOBJICUCHUS COCAMHUTEIILHOM
TKaHN).

UYactota BeisiBineHus: ATAK HapacTaeT mo mepe yBEIWYEHHUs YKCIIa BHEIIHHUX
denoB CT/I, uro moarBepkmaaeT Hamuuue B3auMocBs3u 3To CAC ¢ CHCTEMHBIM
nedexTom coeauHuTenbHOW TKaHW [5]. B wactHoctH, B pabore C.M XacaHoBoii
(2010 r.) mammMeHTHI ¢ CKJIEPO30M W KaiblMHO30M AK J0CTOBEpHO dale HMeTu
Map(paHOUJHYIO BHEIIHOCTh, @ TAaK)XE CKEJIETHbIE MapKepbl HACIEACTBEHHBIX
HapyILIEHUH, KOJIMYECTBO KOTOPBIX UMEJIO NPSIMYI0 3aBUCUMOCTb C BBIPA)KEHHOCTBIO
CTEHO3a. DTO MO3BOJIMJIO aBTOPY CHENaTh BBIBOJ O CYLIECTBOBAHWU B3aMMOCBSI3U
Mexay MaphaHOUAHOW BHELIHOCTbIO M crnenudpuyeckuM (HuOpo30M aopTalibHbBIX
CTBOPOK C pacCMOTPEHHEM 3TOro (EHOTHNAa B KAayeCTBE MPEIUKTOPA Pa3BUTHUSA
KaJbIIMHUPOBAHHOTO CTEHO3a aopThl [23)].

8.6. TEYEHUE U CTPATUDPUKALIUA PUCKA

ATAK crnenyer paccmarpuBaTh kak CAC ¢ JJIMTENbHBIM JIATEHTHBIM
NEPUOIOM OT MOMEHTA BBISIBJICHUS 0 KIMHUYECKOW MaHU(]ecTaiuu.

Teuenue ATAK wmoxHO cuuTarh OnaronpusTHeIM, € (OPMHUPOBAHUEM
HE3HAYUTEIBHOM AOPTaJbHOM PETYPIUTALMEN W MEUIEHHBIM Pa3BUTHEM KpaeBOIO
¢ubpo3a u KanpLUHO3a NONYTyHH. POPMUPOBAHUS KaJbIMHO3a, MPUBOJALIETO K
crero3y AK, MOXKHO 0kuIaTh HE paHee, yeM Ha 5—6 nmecsatunernu sxu3Hu [555].

Crpatudukamnuto pucka npu ATAK crneayeT oCHOBBIBaTh Ha BBIPAXKEHHOCTH
ACUMMETPHUH TIOJTYJTYHHUH.

[Ipu pazButus kanbiuduupyomero creHo3a AK nmokasanus K ornepaTuBHOMY
BMEIIATEILCTBY OIpeaesaioTcss coriaacHo pexkomenmanusm AHA/ACC (2006) u
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ESC/EACTS (2012) - miomanp otBepctrst AK menee 1 cM2, mpu3HaKu cepaedHOR
HEI0CTaTOYHOCTH WU cucTonnueckon nucdynkuuu JOK [570; 571].

v

KINMKOYEBbIE NONIOXEHUA:

ATAK omna u3 CAC, KIMHHYECKas 3HAYUMOCTb KOTOpOH TpeOyer
YTOYHEHUs, INPEeXJIe BCEro € TOYKM 3PEHUS  PHUCKA  PA3BUTHSA
CKJIepoJiereHepaTUBHbIX 3MeHeHud AO B 0oJiee MOJI0I0M BO3pacTe.

BrisiBnenne peryprutanmun Ha AOK 0e3 3HauMMBIX MOP(OIOTHYECKUX
M3MEHEHUH CIeyeT paccMaTpUBaTh Kak IOKa3aHUE ISl pacyeTa KpUTEepus
skcueHtpucurera AOK.

JIuy mononoro Bo3pacta ¢ ATAK mnenecooOpa3Ho BBIJEIATh B KaYeCTBE
IPYIIbl pUCKa MO Pa3BUTHS CKJIEPOJEreHepaTuBHbIX H3MeHeHuid AK s
TIOMCKA MyTeH MPOMUITAKTHKY U JICYCHUS ITOH marosioruu [555].

Heob6xoaumo nanpHeliiee n3y4yeHue U HaKOIUIEHHE TOKa3aTelIbHOM 0asbl ¢
UCIIOJIb30BAaHUEM HMEIOIIMXCA 3XOKapAuorpaduyeckux U MopOoIOruHyecKux
kputepuB ATAK nana onpeneneHus: crpatudukandyd pucka €ro paHHEro
JETEHEPaTUBHOIO  MOPaXEHUsT M HEOOXOAMMOCTH  NPOPUIAKTHKU
MH(EKIIMOHHOTO YHAOKApAUTA.
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9. BSBAUMOCBSA3U CTPYKTYPHbIX AHOMATIUA CEPAOLUA U UX
KMIMHWYECKOE 3HAYEHUE.

C yuerom Toro, uto CAC sBustorcs nposBieHneMm cucteMHoro nedexra CT
npu HHCT, B03MOXHOCTH codeTaHusi y OJHOro 4enoBeka HecKoJbkux CAC
ABJIAETCS 3aKOHOMEpHOU. C KIMHUYECKUX MO3ULUKA Ba)KHO MMETh IPEJCTABICHUS O
BO3MOYHBIX OTPULIATEIBHBIX CUHEPTUUECKUX BIUAHUIAX paznuyHbix CAC.

EK, cerp Kuapu, AMIIII, sBasace OIM3KUMU 10 HSMOPUOHAIBLHOMY
MPOUCXOXKIAEHNIO, YacTo couetatorcss ¢ OOO u B psae CllyyaeB OTATOIIAIOT €ro
KIIMHAYECKOE TCUCHHE.

Uzonmuposannoe OOO Bcrpeuaercs pexe, yeM B coderanun ¢ AMIIIT [572].
B 70% cnyuaes OOO coueraercs ¢ EK [573] u B 83% - ¢ cetsio Kuapu [574].
bmm3kue pmannbie no coderanuto OO0, EK, cetm Kuapu mnonydeHsl 1ipu
BHYTPUCEPACUHOM axoKapauorpadun MalKUEeHTOB, OTOOpPaHHBIX TUTSt
sH0BacKyssipHoro 3akpeitus OO0 - 82% [575]. B Toxke Bpems B Poccuiickom
uccnenoBanun  «PEITJIMKA» wu3 7,4% oOcnenoBanHbIXx ¢ yaummHeHHBIM EK
coueranuii ¢ OOO BbIsIBIIEHO HEe ObUIO; Julb B onHOM ciydae EK couerancs c
anespuzmori MIIII. AnamornuyHas curyauus OblUla ONpENESe€HAa U MO COYETAHUIO
AMIIIT u OOO — tonbko 2 cioyyas u3 234. YkazaHHOE MPOTHBOPEYHE C JaHHBIMH
3apyOeKHBIX UCCe0BaTENIEH, aBTOPHI CBS3BIBAIOT C UCMOJb30BaHUEM JaHHBIX TT-
Ox0KI', koTopoe He siBisieTcss MeTo/IoM BbiOOpa nuarHoctuka OOO B oTivuue OT
YII- OxoKTI" (« PEITJIMKA») [576].

B cBsI3M ¢ 3TUM yMECTHBIM SBJISICTCS MIPEACTABIICHHE PEKOMEH IAIUK 1IEJICBOTO
naszHauenus UIT-DxoKI', npemnoxkennsix A. Merante et al. [577] (ra6n. 7.2).

Tabnmuna/.1l
[TapameTpsbl U1 OLIEHKH IPU BBINOJHEHUH YpecUIeBOIHON DX0-KI
° N3mepenne nnvnbl 1 Toamuasl MITTT
° Jnuna tonnens u ammauryaa OO0
o Hamnume/oTcyTcTBHE W HM3MEpPEHHE  MapaMETPOB  MEXKIIPEICEPIHON
aHeBpu3Ma (pa3Mep OCHOBAHHMS U aMILTUTYIbI JIBHKCHHS)
o N3mepenue nepenne-sepxuero pazmepa OO0
o Hanwnuwme / oTCyTCTBHE MHOKECTBEHHBIX (heHecTpanuii MITIT
° N3mepenue EBcraxuesa KianaHa
o Hamnuue/otcyrcrBue cetn Kuapu
o KonuuecTBeHHast OILEHKA IIyHTa IO MHKPOIYy3bIpbkaM (KaK KIMHHYCCKH

3HAYMMBIH OIICHUBAETCS IIYHT MPHU MPoxoxkaeHnU 20 my3bIpbKOB)
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B wuccienoBaHMM 3TUX K€ aBTOPOB Yy JIMII MOJOJOTO BO3pacra C
aHeBpu3MaTnyHON win mMoOunpHOM MIIIT noctoBepHo uame BoisiBisuics [IMK, a
Takke O0a3aibHbIC U MHOXKeCTBeHHbIe APX, uem y mur 6e3 anomansHoi MIIIT [576].
Kpome Ttoro, y obGcnenoBanHbix ¢ yanuHeHHbIM EK ¢ Takum 3xe ypoBHEM

JOCTOBEPHOCTH  BBISBIISIUCH J00ABOYHBIC MMANWUIAPHBIC MBIIIIBI, a TaKKe
0azanbHbic APX [576].

BaxxHbIM M OKa3aHHBIM siBIIsieTCA TOT (akt, yto coueranue OO0 u AMIIII
SIBJIIETCSI HE3aBUCHUMBIM TPEIUKTOPOM AMOOJIUYECKUX SIHU30/I0B U CYIIECTBEHHO
HOBBIIIAET PUCK pa3BUTHs HMHCYIbTOB [578, 579]. IlamueHTsl ¢ couyeTaHHEM ITHX
JIBYX MOP(OJOTHUYECKUX AaHOMAIUA HMMEIOT MaKCUMaJbHOE COOTHOLIEHUE PUCKOB,
onepesxasi nauueHToB ¢ u3zonuposanHoit AMIIII u uzonupoBanueiM OOO.

N3omupoBannas AMIIIT u mobunbras MIIIT coBmectHo ¢ pasmepom OOO
TaKXe SBJSIOTCS He3aBUCUMBIMHU TPEAMKTOPAMHU OBTOpHOTO MHCYIbTa [ 580, 581].

[IpeAnochuIKoil TOBBIMIEHHOTO pUCKAa TPOMOOIMOOTUYECKUX OCIOKHEHUHN
MOTYT CIIY’KUTbh 3HAUUTEJIbHBIE Pa3Mephbl AHEBPU3MbI U U30BITOYHOCTh AMIUIUTY/IbI €€
nerokeHuit [ 582]. Kpome toro, moasmxkHas aneBpusma MIIIT moxet criocoOcTBOBaTh
6onee mmporomy OTKpeITHIO OOO M TeM caMbiM — TapaJoKCATBLHON 3MOONHH.
[TogoOHBI Mexanu3sM paccmaTpuBaetcss W B oTHomeHun EK u cetm Kuapm.
Cuwuraercs, uro CAC, coxpaHssicb B IOCTHAaTaJIbHOM TNEPUOAE, MPOAOJIKAIOT
HalpaBATh NOTOK KPOBU M3 HMKHEW noJsiod BeHbl K MIIII, Memas tem caMbiM
3aKpBITUI0 OTKPBITOIO OBAJBbHOIO OKHA, YTO, B CBOI OYE€pe.b, MPEApacIoyiaracT K
dbopmupoBanuto aneBpusMbl MIIII u napamokcanbHoi 3MOomu [574].

Taxke paccMarpuBaeTCs BO3MOXKHOCTh BiusHUS MoOuinbHOW MIIIT Ha
BHYTPUIIPEJICEPIHBIN KPOBOTOK C €ro 3aMeJIeHHeM U (opMupoBaHueM (HeHoMeHa

CIIOHTAHHOTO KOHTPACTUPOBAHUS, MOBBIIIAIONIETO PUCK TpoMmOooOpazoBanus B JIII
[583].

[Ipu obcneroBaHUM MOATPYIIN MMAITUEHTOB, TIEPEHECITUX HHCYJIBT U UMEIOITHUX
HOpMaJIbHBIE KOPOHApPHBIC apTEPUH, YyNAJOCh BBIIBUTH HAIWYUE CBI3U MEKIY
AMIIIT n TIMK, u npexzae Bcero y mosioabix mamueHtoB [578]. Ilpu sToMm, B
JUTEpaType Tak)Ke YacTO MPUBOAWINCH JaHHBIE 00 yKa3aHHOW B3aMMOCBSI3H -
AMIIII wu IIMK, HO ciueayeT OTMETUTb, - JI0 U3MEHEHUS KpPUTEPHUEB
sxokapauorpaduyeckot guarmoctukn IIMK — [584, 585, 586, 587, 588].
®dpeMUHIeMCKOE HCCIICIOBAaHKE TaKOH B3aUMOCBSI3M He moaTBepawio [589].
OKOHUATeNbHBIM  BBIBOJ HE  TO3BOJISICT  CHEJaThb  BO3PACTHOM  KPHUTEPH
00cIieI0BaHHBIX, KOTOPBIM COCTaBUII OKOJIO 55 JierT.

MoxHO yTBepXkAaTh, YTO MPOJAINCHl AOPTAIBHOIO, TPUKYCHHUAAIBHOTO U
IIyJbMOHAJIBHOI'O KJIAIIAHOB PENKO BBICTYNAOT B KA4yeCTBE CAaMOCTOSITEIbHOU
NaTOJIOTUH U B OOJIBIIMHCTBE ciiydaeB corpoBoxaatot [IMK.

Cpemnu manuenToB ¢ [IMK nponanc AK Berpeuaetces ¢ wacroroit 10-20% [590,
591]. o nanuem Ribeiro C.L. ¢ caost. (1989) y manuenToB ¢ nposarncom AK gacto
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BeisiBisieTcss [IMK ¢ BoBineuenunem obGenx ctBopok u IITK ¢ mopaxenuem, mo
MEHBIIICH Mepe, ABYX U3 Tpex crBopok [591]. B wuccnemoanmm PEIIJIMKA
n3oaupoBanHoro ITAK nuarHoctupoBaHo He ObLI0. B IBYX BBISBICHHBIX CIIy4asix OH
couetaiics ¢ kinaccumaeckum [IMK [576].

OTnenpHO clelyeT OCTAaHOBUTHCS HAa BOBIICUCHHE MPOJAOUPYIOIMINX KIIalaHOB
B IIpouecc MHUKcOMaro3HoM aereHepanuu. I[lpm Hammuum [IMK mukcomarosnoe
nopakenue [1K cocraBnser 10% (6e3 ero KIMHUYECKH 3HAYMMOMN MPUKU3HEHHOU
muchyukiun) [592], a TKK (mo manabsiM ayToricun) moxkeT gocturath 33-40%
[593]. CoueTaHne MHKCOMATO3HBIX IPOJIAIICOB HECKOJIBKMX KJIAllaHOB IT03BOJISET
TOBOPHTH O «KXMHUKCOMAaTO3HOU OoJie3nu cepana» [594, 595], ocHOBHBIM IPOSBICHHEM
KOTOpOU sBjsieTcsl nepBUUHbIN nposanic MK 1 B OCHOBE KOTOPOTIO MOXKET JIEXKATh

MyTalds TeHa, Koaupyromero oauH u3 komnoHeHToB CT, Hanpumep, ¢umamMur A
[596].

HaunbGonee mnomuas uHbopmanus o6 accormumamuu ATAK ¢ mpounmu CAC
nojslydyeHa B uccieaoBaHud. Y oOcnenoBaHHblx ¢ ATAK nocTroBepHo warie
BBISIBIUIMCH Tiposianchkl TpukycrnuaansHoro (p=0,02) u mynesmonansaoro (p=0,0004)
KJanaHoB, aHoMabHbIe Tpadekyisl JIXK (p=0,0007) n xopaajibHast CETh B BEPXYIIKE
JIOK [576]. [To mamabiM E.®. Onummenko (2000) [597], y mun ¢ ATAK wuacro
BBISIBJISTFOTCSI TWJIaTalus CHHYcoB BanbcanbBel U mponadupoBanue ctBopok AK.

Psn CAC MoryT ObITh 00bEIMHEHBI HE TOJIBKO ¢ aHATOMUYECKUX MO3UIINH, HO
U C TOYKH 3PECHUS OJHOTUITHBIX KJIMHUYECKUX MPOSBICHUHN, O0YCIOBICHHBIX OOIIMM
MaTOr€HETUYECKUM MEXaHU3MOM UX BO3HUKHOBeHUs. [Ipu yanmmnennom EK, AMIIII
n OOO 3HaYMMO dYamie OTMCUEHBI JIMMMOTUMHYECKHE COCTOSHUS M TCEHACHIMSA K
nedanruaeckomy cunapomy [576]. [TomoOHbIE kamo0bl TPAKTYIOTCS KaK CIEACTBHE C
MOTCHIIMAILHOW BO3MOKHOCTBIO TIOMAJIaHUsI Ba30aKTHBHBIX CyOCTaHIIMNA depe3
MEXKITPEICEPAHYI0O KOMMYHHUKAIMIO B MO3TOBOW KPOBOTOK, MHHYS MaJbld KpYT
KPOBOOOpAIICHHUS, TI¢ B HOpME TOJDKHBI paspyiiarses [ 598, 599, 600].

7.1. 3akmoueHue
. Coueranue paznmnunbix CAC xapakrepno st aun ¢ HHCT.

. Buyrpurnpencepaapie  CAC (EK, cers Kuapu, 00O, AMIIII,
moomibHass MITIT), nposiancel TPUKYCIUIATBEHOTO, A0PTATBHOTO U MYJIBMOHAIEHOTO
kianaHoB, a Takke ATAK wame BcTpedaroTcss B pa3fiMyHBIX COYETAHUSX, YEM
M30JIMPOBAHHO.

. [Iponarnicel  aopTanbHOr0, TPUKYCHUIAIBHOTO U MYJIbMOHAIBHOTO
KJIAMlaHOB PEJKO BBICTYMAIOT B KauyeCTBE CAMOCTOSATEIBHOM TMATOJOTMM U B
OOJBIIMHCTBE city4yaeB conpoBoxaaroT [IMK

. C yd4yeTroM BBICOKOM YaCTOThl COYETAHUS PA3JIUYHBIX BapUAHTOB
cynpaBeHTpUKyJIIpHbIX CAC, BbBIIBICHHE OJHOW MOP(OIOTHICCKON €AUHHUIIBI
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TpeOyeT IeJeHanpaBiIeHHbId Mouck acconuupoBanHbix CAC, B TOM dYucie c
nposeaenuem TT Dxo KI'.

. Brisisiienne AMIIII Biedyer 3a co00l HEOOXOOMMOCTH JAIbLHEHUIIETO
oOclieIoBaHMsl Il BBISIBIICHUSI MEXKIIPEICEPIHBIX KOMMYHHUKAIMM, COYETaHUE C
KOTOPBIMH CYIIECTBEHHO IMOBBIIIAET PHUCK 3IMOOJUYECKUX OCJOKHEHUU daxe Yy
MOJIOJIBIX ITAIIUEHTOB.

® C MO3UILMKU COYCTAHUS HpOJ’Ia6I/IpOBaHI/IH HECKOJIbKHUX KJIAIIaHOB, B TOM
quCJIC B paMKax «MHUKCOMATO3HOM 6OJ'I€3HI/I)>, Y TaKuxX IMMalUuCHTOB CJIICAYCT
npcearoJiaratb Ooiece H€6HaFOHpHHTHBIﬁ IMPOrHo3 11O CKOPOCTHU PA3BUTHUA cepz:etmoﬁ
HCOOCTAaTOYHOCTH.

. OTnenbHbIE  KIMHAYECKHE  MPOSIBICHUS  (MHTPEHb,  JIMIIOTHMUS,
CHHKOIIAIbHBIC COCTOSIHUS | TIP.), TTO3BOJISIOT 3aM0I03PUTh HATHUNE OMPEACICHHBIX
BapuaHTOB BHyTpunpeacepaubix CAC.
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[MPMJIOXEHUE A
JAUATHOCTHUKA CUHAPOM MAP®AHA
Jluartno3 ycranasiuBaeTcs Ha ocHoBanuu I'enrckux kpurepueB 2010 roga (tadi.A).

Taoauma A
Kputepun nnarmoctuku cunapoma Mapdana (Ghent, 2010)

OTtcyTcTBHE cCeMEeHHOro aHaMHe3a cuHapoma Mapdana

1. | Pacumpenue aoptsl (Z > 2) 1 MOABBIBUX XPYCTAJINKA

2. | Pacimpenwne aoptsl (Z > 2) u noarBepxaeHHas myTanus FBN1

3. | Paciumpenne aopthl (Z > 2) U CUCTEMHOE BOBJICUCHHE COCAMHUTEILHONW TKAHH
(> 7 6amnoB)

4. | IlogBeiBUX XpycTajnuka U noATrBepxkaeHHas MmyTtanuss FBN1 ¢ yBennuenuem
pa3Mepa aopThl

ITonoxutenbHBIN ceMelHbI aHaMHe3 cuHapoMa Mapdana

5. | [logBbiBUX XpycTalluKa U HaJMYME CEMEITHOro aHamHe3a cunapoma Mapdana

6. | CucreMHOE BOBJICUCHHE COCJAMHUTEIBHOW TKaHW (> 7 0a/UIOB) M HAIUYMC
ceMeNHHOro aHamMHe3a cuHpoma Mapdana

7. | Pactumpenwne aoptsl (Z > 2 npu Bo3pacte crapiie 20 ser, Z > 3 muaire 20 neT)
U HAJIMYKME CeMEHHOro aHamHe3a cunapoma Mapdana

[Tpumeuanue: nuarno3 cuHapoMm MapdaHna BeicTaBisiercss B 1 U3 7 ciy4aeB, MPEICTaBICHHBIX B
tabauue. O0o3HaueHus: Z — KpUTEPUIA PACIIMPEHUS AOPTHI.

[Ipy JOUMArHOCTUKE OKTOMHMHM XPYyCTaJMKa B HE3aBUCUMOCTH OT CHCTEMHOM
BOBJIcUeHHOCTH  coeaunuTenpHoii Tkanu (CBCT) wm  wmyranmm FBN1  He
aCCOLIMMPOBAHHOM C pacIIMpeHneM KOPHs aOpThl WM HeloKa3aHHoH myTtanuu FBN1
BBICTABIISICTCSI CUHOPOM IKIMORUU XPYCHATIUKA.

ITpu nuarHoctuke pacimpeHuss KopHs aopthl (Z < 2) u CBCT (> 5 u oanum
KOCTHBIM MIPU3HAKOM) 0€3 3KTOIUH XpycTajrka BeicTaBiseTcss MASS — ¢penomun.
[Tpu AMarHOCTHMKE IMpoJIanca MUTPAJILHOTO KilalaHa W PaCHIMPeHHs KOPHS aopThl (Z
< 2) u CBCT (< 5) 0e3 3KTONUHU XPyCTaJHMKa BBICTABISACTCS CUHOPOM HpOanca
MUMPAIbHOZ0 K1ANAHA.
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NMPUNOXEHUE B

OLIEHKA CUCTEMHOI'O BOBJIEYEHUA
COEAUHUTEJNIbHOU TKAHU

OreHKa BOBJICYCHHOCTH COCJAMHHUTEIBHOW TKAHU CTPOUTCSA HA IMOJCYETE CYyMMBI
0aJuTOB, BBISIBJICHHBIX CUMIITOMOB (Ta0:1.B).

Taomuna b
BajibHas olleHKa MPU3HAKOB CHCTEMHOI'0 BOBJIeYeHUs1 Mpu cuHaApomMe Mapdana
IIpu3HaKku CHCTEMHOI0 BOBJICYECHUS banasl
[Tpu3Hak 3amscThst U OOJBIIOTO MATBIIA 3
[Ipu3Hak 3anscThs UK OOJIBIIOTO Majbla 1
BoponkoobOpasHas wim acuMMeTpudHas aehopManus rpyIHon 1
KJIETKU
KuneBunnas nedopmanus rpyaqHOM KIETKU 2
Banbrycnas nedopmanivs cToms 2
[Inockocromnue 1
CrnoHTaHHBII THEBMOTOPAKC 2
JlypanbHas KTa3us 2
[IpoTpy3ust Ta300enpeHHOTO CyCcTaBa 2
OTHoIIICHHE BEpXHETO cerMeHTa Tena/k HrkHeMy cermeHTy <0,85 u 1
pasmax pyk/poct >1,05 6e3 BbIpaKEHHOI'O CKOJIN03a
Cxkonmno3 unu kudo3 1
Henopasrubanue mokTs 1
JIuueBbie nmpusHaku (OT Tpex U3 maTH) (Ioauxoredanus, SJHOPTAIbM,
CKOIIIEHHBIE BHU3 TIa3HBIE IEJIN, THIOIIA3HsI CKYJIOBBIX KOCTEH, 1
peTpOrHaTHsI)
Muonus 1
Crpun Ha KOXKe 1
[Iponanc MUTpaapHOTO KilaraHa 1

Hwxe npuBOAMTHCS METO0I0THS OIIEHKH OCHOBHBIX npu3HKoB CBCT.
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1. Ilpu3Hak 60JbIIOT0 NAJbIA

JlnarHocTUpyeTcs pH CrUOAHWU W YKIIAJBIBAHUU OOJIBIIIOTO TaJIbIla MOMepeK
najoHu. B cilydae BeICTynaHHs KOHIIEBOTO OTJeja HOTTEBOH (ajmaHru OOJBIIOro
naJblia 3a Kpai JIAJOHH TECT CYUTACTCS MOJIoKHUTeabHbIM (pruc B.1, B.2.).

Puc. B.2. CKpUHUHr-TecT “60oablioro
nanbua”.

Pucynoxk B1l. [TonoxurensHblii mpu3Hak 6osbinoro nanpia (Itaiinoepra)

2. Tect 3anscThs
CunTaeTcs MOJOKUTEIBHBIM TPH IMEPEKPHIBAHUN KOHIICBBIX (pajlaHr OOJIBIIIOro
Hayblia ¥ MU3UHIA TP OXBATE MMM 3aIISICThS IPOTUBOIOIOKHOMN pyku (puc.B.3).
[Ipy HAMMYUU TOTBKO OJHOTO W3 ATHUX JBYX CHUMIITOMOB HAYHCIISETCS JIUIIH
OJMH OaJLl.

Puc. B.3. MonoXnTeNbHbIN
npu3HakK 3anacTba (Yonkepa)

Puc. B.4. PacueT nHaeKkca MxuuKkomn
225(UT) pnA OUEHKM  CTeneHu



3. JlmarHocTtuka aedopmanus rpyIHoOi KIEeTKU

Jledopmarius rpyIHOM KJIIETKH BCTpEYaeTCs B IBYX BHJIaX: KuieBuaHas (pectus
carinatum) u BopoHkooOpasHas (pectus excavatum).
3.1 Boponxoobpasnas epyonas xnemxa (BJI'K) xak mpaBHIIO, COUETACTCS C
BJIABJICHHBIMM criepeu pebpamu. Jlisa omnpeneneHus creneHu aedopMaiuu
ucnoab3yercs uaaeke ['mkuikoi (MI7) ¢ BeimosHeHHEM 0OKOBOTO CHHMKA IPYIHOM
KJIeTKU. MHaeke ['MKMIKOM — 3TO OTHOLIEHUE HMMEIOLIEroCsl PAaCCTOSHUS MEXIY
BHYTPEHHEH ITOBEPXHOCTHIO I'PYAUHBI U BEHTPAIbHON NOBEPXHOCTHIO IT03BOHOYHUKA
K JOJDKHOMY paccTosiHuIo (pHc. 7).

Hnoexc Iuocuyrou = ABICD, D
rne B — paccrosHue Mexay BHYTPEHHEH MMOBEPXHOCTHIO TPYIUHBI U
BEHTPAJIBHOW TOBEPXHOCTHIO MMO3BOHOUHWKA, CD - JomKHOE paccTosiHHe

OmpesienieHde CTETMEHH BOPOHKOOOpa3HOW AedopManmu 1o HMHACKCY [ MKHUIIKOM
npusezeHo B B.1.

Ta6auna B.1. — OneHka crerneHn BOPOHKOOOpa3HOH JepopMamnuu pu CHHAPOME
Mapdana no unaexcy ['mxuikon

CreneHn | [ [l
ur 0,9-075 0,75-0 05-0

[lepBas (nerkas)) creneHp jaedopMaluu XapakTepU3yeTcs HE3HAYMTEIbHOW

UMIpeccuell IpyAHMHO-peOEPHOTO KOMIUIEKCA U OTCYTCTBHEM OTKJIOHEHHH CO
CTOPOHBI KapJAHOPECIHPATOPHON CHCTEMBI; BTOpasi (CpEAHssI) CTETICHb MPOSBISCTCS
YMEpPEHHBIM  BJABICHHUEM TPYIWHO-PEOEPHOr0 KOMILJIEKCA M BO3MOKHBIMH
HapylmIeHUsIMA (DYHKIIMH BHEIIHETO JIBIXaHHS,; TPEThs (TsHKeNas)) CTEIeHb COYeTacT
BBIpQXXEHHOE 3alajieHHe TPyJUHO-peOEepHOro KOMIUIEKCa M 00s13aTeNbHbIE Kapauo-
pecnupaTopHble HapyIICHUS.
3.2. Kunesuonas oegpopmayus epyonou xnemxu (KJI'K) sBisercs BTOpoil mo
yactote nocne BJAI'K u nepBoit o MHOrooOpa3uto nposiBieHui; 001a1aeT BEICOKOM
cnenuUUHOCTRIO i1 cuHApoma Mapdana. Xapakrtepuszyercs BBICTYIIaHUEM
IpyAuHBI U pedep.

Juarnoctuka KJII'K ocymiecTisiercss Ha OcHOBE M3MepeHus yria Louis —
MEXAY PYKOSITKOM I'PYyAMHBI U TEJIOM, U3MEPSIOT 110 HAPYKHOMY KOHTYPY I'DYIUHBI
Ha OOKOBBIX peHTreHorpammax. B Hopme cocraBmsier 145°-175°.

Bruinensior:

— Manybpuo-kocmanvueiti mun (BRICTYIIAaHHE PYKOSTKU TPYIUHBI U pedep) Hc
3aIaJIcHUeM HIDKHEW 9acTu Teja rpyauHsl u 0e3 3ananenus (Puc. B.6.).

— KOpnopo-kocmanvHuil mun (BRICTYNIAaHHE PYKOSTKU rpyaAuHbI 1 pedep) (Puc.
B.7)
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Many6puo-koctanbnabiii THI KJII'K xapakTepusyeTcsi BBICTYIIaHUEM BIIEpE]
PYKOSITKA TPYAHMHBI, HM)KHHE CErMEHTBI TPYAMHBI IIPH 3TOM MOTYT OBITh CMEILEHbI
Ha3aja. Benmuuna yria Louis, Bapsupyer B npeaenax 110°- 135°.

e J —L3
e 0_--—-

3
L] - -

%-.H,E:} A~ —

Pucynok B.5. Cxema Pucynoxk B.6. Cxema Pucynok B.7 Cxema
MaHyOpHO-KOCTAJIbHOTO ~ MaHyOpHO - CTEpHAJIBHOTO KOPIOPO-KOCTAIBHOTO
TUNA KWIEBUIHON THII KWIEBHJIHON THIIA KUJIEBUIHOMN
nedopmai  TpyAHOU AedopMalvu rpyAaHol aedopManuu

KJIETKM C 3amajieHueM KJIeTKu ©Oe3  3amajeHus

HUKHEH  4YacTW  Tejla Tesa rPyIuHBI

I'PyAVHBI

ManyOpuo-koctaneubii Tun KIAI'K ¢ 3amageHuemM HIDKHEH dYacTh Tena
rpyaunbl (Puc. B.5.) moaHbii yriioo0pa3Hblii CHHOCTO3 Beell rpyauHbl. UeM MeHbIIIe
yron Jlrouca, Tem Oojblle BEpOSTHOCTh 3alaJeHUs HUXKHEH TIOJOBHHBI Tea
I'PYJMHBI, YMEHBIICHUE TIEPEAHE - 3aJHET0 AMaMeTpa I'PyJHON KIETKU U CMEILCHUS
cepaua.

MaHnyOpuo - cTepHaJIbHBIN THI KUIEBUIHOW eopManuu rpyAHOU KIETKU 0e3
3amajieHus Teja rpyIuHBI peIcTaBieH Ha pucyHke Puc. B.6.

Kopmopo-kocTanpablii THN kueBuaHou aedopmarun (Puc. B.7.) BcTpeuaercs
yaiie JpYyrux M XapakTepu3yeTcss HauOOJbIIMM  pa3HOOOpa3MeM BHEUIHUX
OpOSABICHUM. 37€Ch MOXKHO BBIIETUTH ABE KpalHue (OopMbl C ONpeaeaEHHbIMU
OTJIMYUTEIbHBIMA OCOOCHHOCTSIMU.

Kpyrnmas rpyap — Xapakrtepusyercs TeM, 4YTO TPyJHHA H30THYTa KIEpeau
0oJIbIIe B CPETHEHM WIIM CpeTHEH U HIDKHEH 4acTsX.

[TupamunanbHas Gpopma — rpyMHa HaIpaBiseTCs KOCO BHM3 M KIEpEeIu IO
OpSIMOM JIMHUM OT PYKOSATKHM K MEUEBUAHOMY OTPOCTKY. Yrou Jlrouca npubdamxaercs
k 180°. [lepenne - 3amuuil pazMep TpyIHON KJIETKHA yBEIHUYEH. 3a CUET-OO0JBIIOTO
PETPOCTEPHAIBHOIO IPOCTPAHCTBA HA pEHTI€HOTpaMMax B OOKOBON MPOEKLIUU BUJIEH
OTpPBIB MIEPETHUX KOHIIOB peOep OT rpyIUHBL..

KocranpHplii TUN KWIEBUAHOW Ae(OpMALMM — XapaKTepusyercs OOKOBBIM
BBICTYIIAHUEM NEPEAHEN TPYyAHON CTEHKH 3a CUET Ae(POPMHUPOBAHHBIX pedep. Y ITuX
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MAllUEHTOB MMEETCS pOTalus TPyAUHbI BOKPYT MNOpONOJbHOW ocu. Ilpm srtou
nepopmaruu péopa Ha OJTHOM CTOPOHE BHICTYMAIOT BIEPE], a HAa APYTrOi HAXOAATCA B
HOPMaJIbHOM COCTOSIHUM WJIM 3alajaioT; TPpyauHa TOBEPHYTa B CTOPOHY MEHEE
BbICTynaromux pedep. anHwld MO Aedopmanu Bcerja acuMMeETpuuHbli. [lpu
3TOM Ha OOKOBOW pEHTTeHOTpaMMe Kpail KOHTypa BBICTyMHarmux pebdep Oyner
BBIXOJUTh 3a TMPEACNbl TOJOCKH KOHTPACTHOTO BEIIECTBA, HAHECEHHOW TIO
IIPOJIOJIBHOM OCH.

4. ]IHarHOCTHKA MJIOCKOCTOMHUS

JlmarHocTka TPOAOJIBHOTO TUIOCKOCTOINHUSI OCHOBBIBAC€TCS Ha JIaHHBIX
peHtreHorpadguu 1 nojgoMetpuu. Onpexnensiercs uHAeke PpumpieHaa (yIruiomeHus
CBO/JIa CTOIIBI) MO hopMmyIie:

Bricora crombl x 100: [nmuHa cTormb 2

B HopMme naexe @pumienaa pasen 28-30.

HMmeroT MecTo cieayrolire BapuaHThl ieopmaruid:

— upe3MepHOe OTKJIOHEHWe | TUIFOCHEBOW KOCTHM KHyTpd, a 1ro manibla
kHapyxu — hallux valgus,

— W30BITOYHOE OTKJIOHEHHWE | TUTFOCHEBOM KOCTH KHAPYIKH;

— BeepooOpa3HOe PACXOXKJICHUE TITIOCHEBBIX KOCTEH;

—  MOJIOTOYKOOOpa3HBIC MAIBIHI.

5. /IMarHocTuKa 1ypaJibHOH IKTa3HU

JlypanbHas 5KTa3usi — 3TO JWIATAIlUsl JyPalTbHOTO MEIIKa C TMOCIETYIOIINM
pacIIpeHreM KOCTHOMO3TOBOTO KaHama. JluarHoctupyercst IByMsS METOAAMH. C
MTOMOIIIEI0 MAaTHUTOPE30HAHCHOUW TOMOTpaduu U PEHTTCHOTPAPUICCKUM METOIOM.

5.1. 30JI0TBIM CTaHIAPTOM IJII TUATHOCTUKU TypajbHOW SKTAa3UM NMPHU3HAHHO
sBisiercst MPT, xotopast BeimosiHsercs mo meromy 1. Qosterhof u coasr. (2001r.).
BrImonHSAIOT W3MEpeHHs TepeaHe3aqHeTo pa3Mepa JuaMmeTpa Tela IMO3BOHKa W
nepeaHe3aHIi pa3Mep AuaMeTpa AypPaJbHOTO MEIIKa MEePIeHANKYIIPHO JITUHHON
OCH TeJI TMO3BOHKOB M IypajbHOTO MEINIKA. 3HAYEHUS JUAMETPOB Tejia MO3BOHKA U
JypajbHOTO MEIIKA MOJyYaroT B CPEeIHEN TPETH Ha YPOBHX L 1-S;.

O nypanbHOM SKTa3WuM MOXHO TOBOPHUTH MPU OTHOIICHUHM CATrUTTAIBHOTO
pa3Mepa MO3BOHOYHOTO KaHala K IMepelHe3aJHeMy pa3Mepy Tela MO3BOHKa Oojee
v pasHo 0,47 (L 3) u 6ostee wim pasHo 0,57 (S;).

5.2. ¢ momompl0 KOMIBIOTOpHOH ToMrpaduu mo meromy G.M. Villeirs c
coaBT. (1999r.) (puc. 12). [lnsg BBINOJIHEHHS HEOOXOAMMBIX H3MEPCHHM
BBITIOJTHSFOTCS. aKCHAJIbHBIC CEYCHUSI Ha YPOBHE HOXKEK JYT MO3BOHKOB Ls5-S;. Jlanee
IPOU3BOAAT HM3MEPEHHE IOMEPEYHOro AMaMerpa Tell IMO3BOHKOB, MO3BOHOYHOTO
KaHaia U aypailbHoro memka Li-L,. Ha ypoBHe Ls-S; u3mepsiercs momepedHsbIid
JIMaMeTpP TOJIHKO CIIMHHOMO3TOBOTO KaHaJIa U TyPabHOTO MEIITKA.
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Pucynoxk B.8.
JImarHocTuka

nypanbHor 3kTazum KT
metonoM Villeirs G.M. u

COaBT.
A - m3mepenne B L1 - 4 (L3),
HONIEPEYHOr0 TMaMeTpa Tena
MO3BOHKA (ATII),
NO3BOHOYHOI'O  KaHajla u
nypansHoro memka (JIJIM);
b, B —u3mepenue Ha ypoBHE
L5 momepeunoro amamerpa
NO3BOHOYHOI'O  KaHajla u
nypaibHOoro Memka; [' -
ok u3MepeHne Ha ypoBHe Sl
_-é__Ean L Ny HIONIEPEYHOT 0 narepo-
L JIaTePaIbLHOTO JuameTpa
MO3BOHOYHOTO  KaHaja H
JypajbHOTO MEIIKa.

B nanmpHeimemM mo ¢opmysiaM MPOU3BOAUTCS pacueT HHJICKCA ITypajbHOTO
memika (M/IM) u uaaekca cimaaoMo3roBoro kanaia (MCK).

UM = 403 AAM(L 1-S0))/3. ATI(L 4-Sy), 3
rae JJ/IM — quamerp aypansHoro memka, I TII — nmamerp Tena no3BoHKa,
VCK = 43, ICK(L1-Sy))/y, ATTI(L4-Sy), (4)

rae JCK — guamerp cnuHHO-mo3roBoro kaHana, HTII — nuamerp Ttena
TI03BOHKA;

[TaTonormuecknm cuntaercsa MM > 3,75; ICK > 4,50.

5.3. Penrrenorpaduueckuit merox Ahn u coasr. (2001r.). HapaBue ¢ MPT
MOXKET UCIOJIb30BATHCS KJIACCUYECKUM PEHTI€HOJIOTUYECKUI METO/I.
UysctBurenbHocTh 57,1%, cneuuduunocts 91,7%, IlpenckazarenbHas IIEHHOCTH
MOJIOKHUTENbHOTO pe3yiibrata 92,3%, npenckazaTenbHasi LIEHHOCTh OTPUIATEIBHOTO
pesynbTata 55,0%. Jlnsg AMArHOCTUKHM IypajbHOM SKTa3uU PEHTTECHOJIOTHYECKUM
METOJIOM HEOO0XO0JIMMa OIICHKAa PEHTTEHOTPAaMM TOSICHUYHO-KPECTIOBOTO OT/eIa
MO3BOHOYHHKA B MPSMON 1 OOKOBOM mpoekiusax. [Ipu aToM nist nypalibHON dKTa3uH
JTUATHOCTUYECKH 3HAYMMBIMU CUYUTAIOTCS CICAYIONINE TOKA3ATEIIH !

— PaccrosiHue Mexay HOXXKKaMH T03BOHKa Ha ypoBHe L, >38,0 mm (puc.
B.9);
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Pucynok B.10. — l3mepeHHe caruTajibHOTO JIHAMETpa
Pucynok B.9. — N3mepenue CHMHHOMO3rOBOTO KaHaia Ha ypoBHe Sl aiisi AMarHOCTUKH
paccTosiHus MEXIy HOXKKaMH  JTypajIbHOM SKTa3UH PEHTTEHOJIOTUYECKUM METOOM.
MO3BOHKAa Ha ypoBHe Lag s
TUArHOCTHKH  JTypajibHOW 3KTa3uu
PEHTIE€HOJIOTHYECKUM METO/IOM.

— CaruTanpHbll IHaMeTp CIIMHHOMO3TOBOTO KaHaja Ha ypoBHE $,>18,0
mM; H3mepenume mnpoBOOMTCS B CpeIHEH TpeTH TO3BOHKAa B  OOKOBOI
PEHTIeHOJOornYeckor npoekuuu. ONEeHUBaeTCSd PACCTOSHHUE MEXAY 3aJHUM Kpaem
TeJa TI03BOHKA M MEPETHUM KpaeM ocTrcToro orpoctka (puc. B.10);

— CreneHb Cy)XeHHsS Tejla IO3BOHKa Ha ypoBHe Ls>55 mm (puc. B.11).
ITpon3BoauTCs M3MEpEHUE NIMPUHBI BEPXHEN U HIKHEH 3aMbIKaTEIbHBIX MJIACTHHOK
L s, a Takke B CpelIHEN TPETH.

CreneHb CyXeHHs BBICUMTBIBAETCS 10 cienytomien Gpopmye:

CC = (IB3II+IH3IT)/2 — ICTII, (5)

rie CC — crenenb cyxenus, IIB3Il — mupuHa BepxHEW 3aMbIKaTEIbHOMN
mnactuaky, [TH3IT — mumpuna HmwxkHedl 3ambikatenbHod minactuHku, HICTIT —
[IMpUHA CPEHEHN TPeTH Tea MO3BOHKA.
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Pucynok B.11. —
N3mepenne creneHu
CY>KeHUs Tena
MMO3BOHKA HAa YypPOBHE
L5 s nuarHocTHKU
IypaJIbHOM  AKTa3HH
PEHTTEHOJIOTUYECKUM

METOJO0M.

6. JlMarHOCTHKAa MPOTPY3HH BEPTJIYKHON BNAINHBI

[TpoTpy3ust BepTayKHOH BHaguHbBl - 3a00JeBaHUE, XapaKTepHU3yrolleecs
yrayOJeHneM BEpPTIYKHOW BHAJAMHBI U TIyOOKUM TOTPYKEHHEM B HEE TOJIOBKH
oenpennoii koctu (puc. B.12). CocrosiHMe coueTaeTcs C HCTOHYCHHEM Teia
O€3bIMSIHHON KOCTH W BBIMSYMBAHUEM JHA BEPTIYXKHOW BMAIWHBI B IMOJIOCTH Ta3a.
[IpoTpy3uss BepTIy>KHOM BIAJUHBI TUATHOCTUPYETCS HAa OCHOBE PEHTTEHOIPaMM
MetooM KynbMaHa, BKITFOYAIOIIETO:

— JluHuUg BEPTIIY)KHOM BIAJAWHBI MPOEUUPYETCS MEOUAIIbBHEE HIIHO-
UCXHAIBHON JIMHUM Ha 3 MM y MY>XYUH U 6 MM Yy >KEHIIUH;

—  Yron Bubepra cocrasmisier 6omnee 40°

—  Ilepeceuenue «cnesp» Kemnepa nimoncxmuaabHON JTUHUAEH.
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7. JloauxocTeHOMUETHS.

Pucynoxk B.12. — JluarHoctuka
MPOTPY3UU BEPTITY)KHOM BIATUHBI:

- JUHUA  GEePMIYHCHOU  BNAOUHDL
npoeyupyemcs MeouanvHee UnUO-
ucxuanbHou aunuy Ha 3 MM Y MY>KYUH U 6
MM Y JKSHIIHH

(A —pu curapome Mapdana,

b —HOpMa);

- usmepenue yena Bubepea
(B - 6osree 40° mpu cunapome Mapodana,
I' — HopMma);

- nepeceuenue  «cnesvt»  Kennepa
UTUOUCXUATILHOU TUHUEU

(X — mpu cunapome Mapdana,

E — B HOpME).

JIOTMXOCTEHOMHEINNS BBICTABIISACTCS TIPU OTHOIICHUH BEPXHETO CErMEHTa Teja
K HIwKHeMy cermenty Tena <0,85 um pasmax pyk/poct >1,05 6e3 BbIpak€HHOTO
ckonmo3a. HWXHUI CerMeHT ompenessieTcss KaKk pacCTOSHUE OT BEpXHEH dYacTu
7100KOBOTO cuM(HU3a 70 Toja B TOJOKEHUU CTOs, BEPXHUH CETMEHT MPE/ICTaBIIsICT
co00li pa3HOCTh POCTa MUHYC BEIMYMHA HIOKHEro cermenTta (puc. B.13.).

BaxxHO OTMETUTH, YTO HU OJHO W3 ATUX COOTHOIICHH HE OOecreYnBaeT
TOYHOE U3MEPEHHE KOCTHOM JUCTIPOIIOPIIMH B MPUCYTCTBUU CHIIBHOTO CKOJIN03a WIIH

K1Qo3a.
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Pucynok B.13. — Pa3mepsl Tena,
4 U3MepseMble N1 JTHarHOCTHKHU
TOJTNXOCTCHOMUEITNH.

R i

____\jpﬂ:_ﬂ'?‘:{%‘

8. CkoJuo3.

JluarHocTUKa CKOIMO3a SBJSAECTCA PYTUHHOW IPAKTUKOM, NPUMEHSIEMOU B
OOJBIIMHCTBE  JIEYEOHO-IUArHOCTUYECKUX  YUYPEXKICHHMH W He  Tpedyer
JOTIOJTHUTENbHBIX NOSICHEHUH. JIMarHOCTUYECKU 3HAaUUMbIM NpU cUHIpoMe Mapdana
ABJIseTCs | cTeneHp U BbILIE.

9. JluueBble npu3Haku (Honuxoredayins, 3HOPTAIBM, CKOIICHHBIC BHHU3

IJIa3HBIC IIEJIN, THITOTLIa3Hsl CKYJIOBBIX KOCTEH, pETpOTrHaTHSI).
9.1. Honuxouedanmus — ¢opma TOJIOBB, MPU KOTOPOH OTHOIICHUE
MaKCHMaJbHOW IIMPUHBI TOJOBBI K MaKCUMaJIBHOW JUIHHE cocTaBisieT <759 % y
My>X4UH U < /5% y xeHUIMH. /[aHHBII MOKa3aTenb HA3BIBACTCS YEPENHON HHJIEKC
(4n).

YK = [IPT/TIPT™* 100, 5

rae UM — uyepennon uHueke, IIPIT — nonepeunsii pasmep romnossl, IIPIT —
MPOJIOJIBHBIN Pa3MEP TOJIOBHI.

M3mepeHne mMpPOBOIWTCS IITaHTCHIHMPKyleM. M3mepeHue mpoAOIBHOTO
JuaMeTpa TOJOBBI OT Touku riabemra (glabelld) mo Toukm omucTOKpaHUOH
(opisthokranion). M3mepenue momnepeyHoOro pa3Mepa uepena Mexay TOUKaMH 3yPHOH
(euryon). /laHHbIC TOYKHU SIBJISIOTCS HanOOJICe BHICTYMAIONMME yU4acTKaMH depera B
COOTBETCTBYOIIUX IIOCKOCTsX (puc. B.14.).
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Pucynok B.14.1 — PacnonoxxeHue anatoMuyeckux PucyHok B.14.2
TOYEK 4Yeperna Juisd MPOBEACHUs OLEHKHM YepermHoro jponuxouedans,

WHIEKCA. TUTIOTIIA3 U CKYJIOBBIX
KoCTen
9.2. OOBEKTUBHBIM ~ METOIAOM  OUACHOCMUKU — SHOpmMAibMa  SBISETCS

CTaHJapTHOE UcclieoBanne k30 TapmMomeTpoM Xeptars (Puc. B.15.).
V3mepeHue mpou3BOIUTCS PACCTOSTHUS OT OPOUTAIBHOTO KPast 0 POTOBHIIHI.

Pucynok B.15.1-2. - Dx30¢TansMomeTp XepTas.

[Ipu cmenieHny MIa3HOTO sI0J0Ka K3a/1U MPOUCXOIAT CY’KEHUE TJIa3HOM IIenu,
oOpa3oBaHHE€ CKJIAJOK Ha BEpPXHEM BEKe, HWHOIIA OrpaHUYCHHUE IMOABMKHOCTH
[J1a3HOTO SI0JI0Ka C IUIUIONUEHN, CHIXKEHHUE 3PEHHUS.

['mmoruta3ust CKyJIOBBIX KOCTEH MPECTaBIsieT cOO0N CyObEKTUBHBIN CUMIITOM,
MIPEICTABIAIONINI CO00M HETOPA3BUTOCTh CKYJIOBOU KOCTH.
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Perpornarusi mpeactaBisieT co0Oil CyObEKTHBHBIM CHMIITOM, JJII KOTOPOTO
XapaKTEPHO PACIIONIOKEHHAs K33 HUKHSS YEIIOCTh, KOTOpas HaXOAUTCSA B CTOPOHE
OT TIUJIOCKOCTH JIUIA, €CIH CMOTPETh B OOKOBOW MPOEKIWH, HPU 3TOM BO
(GpoHTATBHON MPOEKIIUN CMEIICHUS HE OTMEYaeTCH.

AHTHUMOHTOJIONJIHBIA ~ pa3pe3 Tia3 (CKONICHHBIE BHHU3 [VIa3HBIC IIEIIH)
OpelCTaBiIsieT Cco00W CyOBEKTHBHBIM CHMNOTOM, JMJIg KOTOPOTO  XapakTepHO
HAXOXKJECHUE HAPYKHBIX YIJIOB IJa3HbIX SI0JIOK HUXKE BHYTPEHHHUX.

10. Koknble mposiBJIeHUsI

XapakTepHbIM TUATHOCTHYECKUM TPU3HAKOM SIBJISIOTCS aTpouuecKkue CTpuH,
HE CBS3aHHBIE C TOPMOHAJLHBIMU HAPYIICHUSMHU, OXKHUPEHUEM, OEPEMEHHOCTHIO.
HaunlGonee yacThiMHM JIOKAIM3AIUSIMUA CTPUHN SIBISAIOTCS YY9aCTKH KOXH B 00acTH
Hapy>KHOHM MOBEPXHOCTH Iieya, Oepa, HIKHEW TPEeTH CIIHHBI U BCTPEYaroTcs y 65 —
80% marueHToB ¢ cuaapomMom Mapdana (Puc. B.16.1-2.).

Pucynok B.16.1-2. KoxHble mpu3HaKH
CUHJIpOMa Mapdana B BUJIE
atpopuueckux cTpuii ¢  Haumbojee
XapakTepHbIMU  JIOKAJH3alUsIMH B
o0acTi HApYy>KHOHM MOBEPXHOCTHU ILICYA
Y HWKHEW TPETH CIIUHBI.

11. I[I/Ial"HOCTl/IKa nmpoJianca MUTPAJBHOI0 KJiamaHa OCYIICCTBIIACTCA I10
CTaH,Z[apTHOﬁ MCTOJHUKC. OI_ICHKa JAaHHOI'O  KpUTCPpHUA  IIPOU3BOAUTCA  BHC
3aBUCUMOCTH OT CTCIICHU IIpoOJialica 1 Buaa.
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NMPUNOXEHUE C
«OVERLAP» - penorun

(MapdaHouIHAsS BHEITHOCTH, MapdaHonoqo0HbIi Gperotun, MASS-penorumn)

— ol

Pucynok C.1 — ®enorun mnammenta H. ¢ mpusznakamu CBCT: a — BHemHud BUI!
JnonuxocTeHoMenusi (OTHOIICHHE BepXHUEM cerMeHT/HWKHUIE cermeHT <0,86 u pasmax
pyk/poct >1,05), nebopmarms Kocteid dyepemna (THIIOIUIA3Us  CKYJIOBBIX  KOCTEH,
nonuxoredanus, y3koe «Iuio»); b — apaxuogakTuiars («CHMITOM OOJIBIIOTO MAbI@»); C -
acCUMETpUYHAas TpyaHas KieTka;, d - accHMeTpudHas JIOMAaTKa;, «BBICOKHIT» CKOJIHO3 (B
[IEHHOM OT/IeJie TI03BOHOYHKKA); € — MPOIOJbHOE TTocKocTonue; f — MenuanpHas poramnus
MEIUAILHON JIOABDKKH.

Ipumeuanue: 1 — poct (P), cMm; 2 — pasmax pyk (PP), cm; 3 — vmwxknuii cerment (HC), cm
(ompenensieTcst Kak pacCTOSIHUE OT Kpasi JOOKOBOTO CUM(H3a B MOJOKEHUU CTOS» 10 MO,
a Bepxuuil cerment, kak P - HC). TIpu3Haku BOBJCUYCHHS KOCTHO-MBIIICYHOW CHCTEMBbI:
APAXHOOAKMUNUSL, <CUMRMOM 3ansicmus» (Ha puc.He YKA3aH); <BBICOKUH CKOJIHO3» -
XOpOILIO 3aMETHa AaCHUMMETpHs IIEHHO-IJICYeBOTO KOHTYpa, KOTOpass OObBICHIETCS
HCKPHBIICHHEM BEPXHEr0 OT/eja MO3BOHOYHHMKA (KITACCHYECKUM TPU3HAKOM IIIEHHOTO
CKOJIO3a SIBJISETCS PAcCIOOKEHUE OJHOTO yXa HIIKE IPYyroro) M M3MEHEHHEM penbeda
MBI I M 3aThUIKA, UMEIOT MecTO jaeopMars KOCTCH WA, <acUMMempuiHas
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Jlonamka» TMPEJICTaBIICT COO0H aHOMAJTUIO Pa3BUTHS KOCTEH Mosica BEpXHUX KOHEUHOCTEH B
BHJIE KOCO BOCXOJSIICTO0 B CPaBHEHHHM C TOPU30HTAILHBIM B HOPME OTXOXKICHHUS OCTH
nonaTku (Spina scapulae) B ee cpenneii Tpetu (MMEETCst BHEIIHSS aCHMMETPHSI CIIUHBI U3-32
pa3HoOil  BBICOTHI CTOSIHASL ~ KOCTHBIX  OPHEHTHPOB | COOTBETCTBYIOIICH
JMCIIPOMIOPIIMOHAILHOCTH B PA3BUTHHM MBIIII], BBITOIHSIONUX HAl- M MOJOCTHBIC SIMKH
nomnatku (fossa supraspinata et infraspinata scapulae)).
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