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TAKTUKA BEQEHUS NALMUEHTOB C PACLUMPEHUEM IPYQHOW AOPTbI: BbIEOP METOAUKMU

OBCJIEAOBAHUNA, OLLEHKA PE3VYJIbTATOB

JlyneBa E. 5.1, Manes 9. I'.1, Pynoii A. C.2, 3eMLoBCKuiA . B."

CraTbs nocesiLeHa pa3bopy OCHOBHbIX METOAUK BU3yanudauun aopTsl. Mpuso-
[ATCS ONMCaHVe MeToAVK, anroputM Beibopa MeToaa obcnenoBaHus, NnaH Beae-
HUS NALMEHTOB C pacLumpeHneM aopThl. OTAeNbHOE BHUMAHWE YaenseTcs nauneH-
Tam C reHeTUYeCKoN NaToNornei, ConPOBOXAAIOLLENCS PACLUMPEHNEM a0PThI.
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TACTICS OF THE PATIENT MANAGEMENT IN THORACIC AORTA DILATION: SELECTION

THE ASSESSMENT METHOD, RESULTS EVALUATION

Luneva E. B.1, Malev E. G.1, Rudoy A. S.2, Zemtsovsky Ev."

The article focuses on the review of the main methods of aorta visualization. The
methods are described, as the algorithm of investigation method selection, strategy
of patient’s management with aorta dilation. Special attention is paid for the patients
with genetic disorders that may cause aorta dilation.
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HecmoTps Ha CyllleCTBEHHbIH TTPOrpecc B BOZMOXHO-
CTSIX KapaIMOXUPYPTUUECKOTO JIEUEHUS, pa3pbiB U JUC-
CEeKIIMST a0pThl BCTPEYAIOTCSI TOBOJIbHO YacTO M COCTaB-
Js110T 10 20% ciydaeB OCIOXHEHUI y MAalMeHTOB C pac-
mmpeHueM aopThl [1]. CHU3NUTh PUCK BO3HUKHOBEHUS
TaKUX OCJIOXKHEHUH MO3BOJISIET MPaBWIbHBINA U CBOEBpE-
MEHHBI 0TOOp MALMEHTOB ISl KapAUOXUPYPTruieCKoro
WINA SHAO0BACKYJISIpHOro BMmelnateabcTBa. I[loaTomy
BaKHO BBISIBJISITh MALIMEHTOB BHICOKOTO pUCKa, KOTOPBHIM
MOKa3aHO KapAWOXUPYPrUUYeCKOe BMEIIATEIbCTBO,
W TMpaBUJbHO TOAOMpaATh MPOTrpaMMy oOOCIeAOBaHUS
U HaOJIIOIEHMS 32 MallMeHTaMU ¢ paclIUPEeHHON a0pTOi,
KOTOPBIM BMELIATEJbCTBO HA JAHHBI MOMEHT HE TOKa-
3aHO.

Lleap maHHOI cTaTbM — OOCYKAEHWE BO3MOXHBIX
METOJIOB 00CIeIOBAaHUS Y BEIeHUSI MAlIMEHTOB C paciliv-
pPEHUEM aopThl, B TOM YHUCJI€ C TEHETUYECKU NETEPMUHU-
POBAHHO ITATOJIOTUEN AOPTHI.

B apcenasne Bpaua ISl OLIEHKHW a0pThbl UMEIOTCS Clle-
IYIOIIVC TMATHOCTHYECKHE METOIUKH [2]:

* TpaHCTOpaKaibHast 3xoKapauorpacpus (TT-2xoKI)
¥ IpecnuiieBoaHas sxokapauorpadus (HI1-DxoKI),

Key words: aorta dilation, Marfan’s syndrome, echocardiography, computed
tomography, magnet-resonance tomography.
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*  MYJBTUCHVpaIbHAas KOMIIBIOTepHAsT TOMorpadus
(MCKT),

* MarHUTHO-pe3oHaHCHas ToMmorpacus (MPT).

Pytunnas peaTreHorpadus rpyaIHOM KJICTKI HE SIBIISI-
€TCS METOHOM, ITO3BOJISIIOIINM IHAarHOCTHPOBATh aHEB-
pPU3MY aOPTHI, a JIUIIIb ITO3BOJISICT 3aII0IO3PUTh €€ B CIIy-
yae OOHApYXEHUS IMOTICPKHYTOCTH 1 IyTM MEIMacTH-
HaJIbHOTO KOHTYpa CEPIEeYHOMN TCHU CJIeBa.

TT-DxoKI' gaBnsercst Hambojiee YacTBIM METOIIOM,
C TIOMOIIBI0O KOTOPOTO YIACTCS BBISBUTH aHEBPU3MY
TPYIHOTO OTIEeIa aOpPThL. DTO CBSI3aHO C ITOCTYITHOCTHIO
METOIUKHU, TIPOCTOTOI €€ BEITIOJTHEHUS M OTHOCHUTEIIBHO
HU3KOI CTOMMOCTBIO TIpOIleAyphl. be3ycnoBHO, B BHIY
TeXHUYECKNUX orpaHnmIeHuit, IxoKI He maeT BO3MOXKHO-
CTU MCCJICIOBAaTh BeCh TPYIHOM OTIET aOPTHI, HO TIO3BO-
JISICT OLICHUTD OTIEIbHBIC CETMEHTHI €€ TPYIHOTO OTHEeIa,
B YaCTHOCTHU, CHHYCHI BaibcaiabBBI, BOCXOISIIYIO aOpTy
¥ 00acThb myru. Hucxonsmuit oTmesT aopTHI IJI0X0 BU3Y-
amusupyercss npu TT-DxoKI, mOCKONBKY CKpPBIT JieT-
KMMU. YUMUTBIBasl TOT (pakT, 4YTO OOJBIIMHCTBO CJIydyacB
AHEBPU3MEBI aOpPTHI 3aTParuBalOT MMEHHO IIPOKCHUMAIIb-
Hylo dacTh, TT-DxoKI mpemocraBisieT XOpoIInie BO3-
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MOXHOCTH IUISI OIICHKM pa3MepOB aOpPTHl M CKPMHWHTA
ITAIICHTOB.

[Tpu poBeacHNYM 00CIIEIOBAHNUS HE CICIyeT OTpaHM-
YUBATBCSI YKa3aHWEM TOJBKO HAMOOJBIIETO pa3Mepa
aopTel. [Ipy BBISIBIICHWU PACHIMPEHUS aOPTHI HEOOXO-
INMO OIIcHKA CJEOyIOINX JHWHEWHBIX pa3MepoB:
Ha ypoBHE (MOPO3HOTO KOJbIIa aOPTAJBHOTO KJiallaHa,
cuHycoB BanmbcasbBBI, CHMHOTYOYJISIPHOTO COCIMHEHUS
U BOCXOJSIE aopThl, B CPAaBHEHUM C COOTBETCTBYIO-
IIAMU BO3pacTy HOMOTIpaMMaMM, WHIEKCHUPOBAHHBIMU
TI0 TTOIIAAM ITOBEPXHOCTH Tella, pacueT Z-KPUTEPHSI.

OxoKI mo3BoJISIET OIEHUTh TaKXKe aHATOMUIO
1 (YHKIIMIO a0pTAJIbHOTO KJlaraHa, 4YTO BO MHOTOM YXe
ITO3BOJISIET OIPEICINUTh TAKTHKY BEICHHUS ITaIlMCHTOB,
HaInpuMep, TIpH IBYCTBOPYATOM aoOpTaIbHOM KJIaIlaHe
(puc. 1).

UIT-DxoKI' mo3BossieT ydille BU3YaIM3UpPOBATL BCe
OTJEITBI TPYTHOM a0PTHI, KaK B BOCXOMISIITYIO, TaK M B HICXO-
IIAIIYI0, 32 CYCT 3HAUMTEIIBHO JIyYIIero KadyecTBa M300pa-
xeaud. YI1-DOxoKI MoxeT nCIiobp30BaThCs LI JOTOTHM-
TEJIBHOM OIICHKY COCTOSTHIST A0pTAJTLHOTO KJIalTaHa, a TAKKE
IUTSI BBISIBJICHHS TACCEKITNI TPYIHOTO OT/IEIIAa a0PTHI B 9KC-
TPEHHBIX CUTYaITSIX.

MCKT B HacrosiIee BpeMsI IBIISICTCSl HauboJree TIpe-
TMOYTUTEIBHOM BU3YAJIM3UPYIOIIEH METOOUKON JJIST Aua-
THOCTMKM ¥ HAOJIOMECHMS ITAaTOJIOTMH AOPTHI, ITO3BOJISTIO-
el OLICHWTh pa3Mephl aopTBl Ha BCEM ITPOTSLKCHUU.
MCKT He3aMeHVMMa TIpHU TOJO3pEHUM Ha JUCCEKIINIO
AOPTHI, ¥ TAKKE MOXKET MCITOIB30BaThCS IJIST OLICHKM aHa-
TOMUM aopTaJlbHOrO KiamaHa. [IpemmyliiecTBaMU KOM-
MMBIOTEPHOM TOMOTrpaduu, KpoMe 0ojice TOUHOM OIICHKU
pa3MepoB aOPTHI M €€ CTPYKTYPBI, SIBJISICTCS BEICOKAsI CKO-
POCTB IIPOBEACHUS IIPOLICAYPHI, 9TO KpaifHe BaskHO B 3KC-
TpeHHBIX cutyalusax. OcHoBHbIM HemoctaTkoM MCKT
SIBJISIETCS JTy4eBasi Harpy3Ka, OqHAaKO ToMorpadsbl Mocie-
HETO ITOKOJICHUS TIO3BOJISIIOT CYIIECTBEHHO CHU3UTD HO3Y
pamuauuy Ha nanueHTa. Taxke mpoeneHue KT-aHrno-
rpaduu CBSI3aHO C BBEICHMEM KOHTPACTHBIX BEIICCTB,
comepXKaInx Mo, ITO3TOMY HaIleHTaM C TUIIEPTHPEO30M
U aJlIepruei Ha o JTaHHOe MCCleloBaHKe TTIPOTUBOMNOKA-
3aHO.

MPT gaBngercd neHHBIM IUarHOCTUYECKUM JIOTIOJTHE -
HrueM K MCKT B HEe3KCTpeHHBIX clydasx. B ypreHTHBIX
CUTYyalIMSIX 3TOT METOI MAJIOIIPMMEHUM II0 IIPUYMHE
OOJIBIIICH IMTSIIBHOCTH Tpolieaypbl. OmTHAKO OTCYT-
CTBYIC MOHU3HUPYIOIIETO U3IyICHUS IeIacT 3Ty METOIUKY
0COOEHHO BBITOAHON MJIsI TIJITAHOBOM OLIEHKM MaTOJIOTUU
aopThl Y MOJIOJBIX MAlIMEHTOB, a HE COAepXXalllvuil Hoj
KOHTPAcT MOXET OBITb WCIIOJNB30BAaH y TAIMCHTOB
¢ amneprueit. Takke, ¢ momoiubio MPT moryr ObITh
TTOJTYICHEI TOTIOJTHUTEIbHBIC JaHHBIE 00 00beMe aHTePO-
U PETPOrpajHOro KpOBOTOKA B A0PTE, )KECTKOCTU CTEHKU
AOPTHL.

AJITOpUTM BelleHHs NAIMEHTA C PACHIMPEHHEM AOPTHI
[3, 4]. 3auacTyio aHeBpH3Ma aOPTHI SIBJISICTCS CIIydaifHOM
HaXOIKOM, KOTOPast MOXKET OBITh BEISIBJIICHA TIPH IIPOBE-

Puc. 1. [iBycTBOpuYaThiii aopTanbHbIii knanaH (TpaHcTopakanbHas 9xoKI, napa-
CTepHaNbHOE CEYEHVE HA YPOBHE a0pTaIbHOMO Knanaxa).

IEeHUY pyTHHHOTO 00CIef0BaHMS (PEHTTEHOIOTMIECKOTO
nnu rooporpadyeckoro) mo ApyrumM npuauHam. [Tpu
TMOJO3PECHUH Ha ITaTOJIOTUI0 BOCXOMISIIETO OTIAeIa aOPTHI
nenecoodpa3Ho HauaTh oocienoBanne ¢ TT-OxoKI. Dra
METOIMKA HE TOJBKO NaeT IPEeACTaBICHUE O pa3Mepax
aopThI, HO U MO3BOJIUT OIICHUTH MOPMOJIOTHIO U (HyHK-
IO a0PTAJILHOIO KJIAllaHa, a TAKKe KPOBOTOK B HHMCXO-
JSIe aopTe IJ1 UCKITIOUEHUST KOapKTallMy aOpThI.

I[Ipy yMepeHHOM U BBIPAXCHHOM pPaCIIMPECHUN
aopThl, M0 JaHHBIM DX0KI, HeoOXOomMMO BBITTOJTHEHUE
MCKT wnmun MPT. OrpannumBathCsl TOJBKO CTaHIapT-
Hoit TT-Bx0KI B 3TOM cCiIlygae HE CTOWT, HMOCKOJBKY
pacIIpeHne aopThl IIPOMCXOIUT Yallle BCETO HepaBHO-
MEpHO, a B (hopMe 3JUIMIICA, YTO YPEBATO HEAOOIICHKOM
pa3MepoB aOpThI U3-3a MPOXOXAECHUS TUIOCKOCTU cede-
HUS 110 MEHBIIEMY IMaMeTpy. 1aK, MO TaHHBEIM
Lederle F A. et al. npumepHO B 7% ciy4aeB y HalMEHTOB,
Y KOTOPBIX MaJIBIA OUaMeTp aopThl ObUT MeHee 50 MM,
OOJIbIINI AMAMETP COCTaBISI Oojiee 55 MM, 4TO yxXe
SIBIISIETCS TIOKa3aHWEeM K IIPOBEICHUIO OIIePaTUBHOIO
BMeEIIATeIbCTBA [5].

ITocte TOro Kax IMOoJTyYeHBI IOJIHBIC TaHHBIC, KOTOPHIE
IAIOT TIPeICTaBlIcHNEe O pa3Mepax U CTPYKType KakK Tpy-
HO#, TaK M OPIOIIHONM aopThI, aHATOMHUHU M (DYHKIINU
a0OPTAJIbHOTO KJIAIlaHa, IPUHUMACTCSI pelllcHNEe O Jajb-
HeHIImei TaKTUKe BeIeHUs IaeHTa. B Tom cirygae, ecnu
y IalydeHTa MMEIOTCS IOKa3aHWS K XHPYPTAIECCKOMY
BMEIIATEILCTBY (AMaMeTp aopThI 55 MM 1 OoJtee, I Kimacc
MOKa3aHUI), OH IOJDKEH OBITh OOCYXKIECH C KapOHOXM-
pypramm.

[Ipu oTCyTCTBUHM IMOKA3aHUU K XUPYPTHIECKOMY BMe-
IIaTeJIbCTBY MAIIMEHT OCTAeTCsS TOA AUHAMUYICCKUM
HaOIomeHneM Kapauosora. Ilpn yMepeHHOM paciimpe-
HUM aopThl (Oojee 45 MM), BBHISIBICHHOM BIIEPBEIC,
TIOBTOPHOE OOCIIEIOBAHNE 1IEJIECO00Pa3HO IPOBOAUTH
He Mo3aHee YyeM yepe3 6 MecsiieB. Boioop MeToaa uccie-
IOBaHUS 3aBUCHUT OT JIOKAJIM3AILMM ITOPaXXKCHUS aOPTHI,
a TaKKe OT COIMOCTABMMOCTH pa3MEpOB aOPThI, ITOIyUCH-
HBIX pa3mmaHbiMu MeTogukaMu (MCKT n 9xoKI') npu

117



Poccuiickuin kapayonoruyeckuin xypHan N2 7 (123) | 2015

Puc. 2. [InameTp aopThl HAa ypOBHE CUHYCOB Banbcanbsbl 42 MM (TpaHCTOpakasb-
Has 9xoKT, napacTepHanbHOe NPOAONLHOE CEYEHME).

Puc. 3. lnameTp aopThl HA ypOBHE CUHYCOB Banbcanbebl 39 MM (TpaHcTOpakasb-
Has 9xoKTI, napacTepHanbHOE NPOAOLHOE CeYEHNE).

MIepBUIHOM HCCIIeq0BaHUN. [1pr OTCYTCTBUM 3HAYMMOTO
MIPUPOCTa Pa3MEPOB AOPTHI IPHU IIPOBEACHUHN ITOBTOP-
HOTO WCCJICAOBAHMS, Y TMAIIMECHTOB C pa3MepaMM Tpyi-
HOTO OT/IejIa a0PTHI 00JIee 45 MM HOJKHBI OBITH PEKOMEH-
IOBaHBI TTOBTOPHBIC OOCJICIOBAaHUS HE pexXe, 4eM pas
BTO[I. YBeJMUeHNE JUaMeTpa aOpThI Ha 5 MM/TOI 1 OoJIee,
IMOJTyYCHHBIC TIPW ITOBTOPHBIX HCCICHOBAHMSIX TPaKTY-
eTCcs KaK 3HAYMTCIbHBIN IIPUPOCT pPa3sMEpPOB aOPTHI,
SIBJIIETCS TIOKAa3aHUEM K KApIUOXUPYPTUYECKOMY BME-
marteabcTBY (I Kimace mmokazaHmit) 1 TpedyeT KOHCYIbTa-
Y ¢ KapIHOXNUPYPIOM.

Heo6xommMoO MOMHUTH, YTO CYIIECTBYET BHYTPH-
W MEXHCCIIeIOBaTeIbCKasl BapraOeIbHOCTh pe3yIbTaToOB
W3MEPEeHUSI aopTH, U CJIEOyeT NPOBOIWTH CpaBHEHUE
MAaHHBIX, MMOJYYCHHBIX TOJBKO IIPU ITOCICHOBATEIIBHBIX
OIHOTHUITHBIX UCCIETOBAHMSIX [6].

Oco0eHHOCTH BeieHNS MANUEHTOB C TEeHEeTHYECKH
JIeTepPMHUHHAPOBAHHOI martosiorneil aoptel [3, 4]. OTmenb-
HOTO BHHMMAaHWSI TPU BEACHUU TPEOYIOT ITAllMCHTHI
C TEHETUIECKHN OOYCIIOBIICHHOM ITaTOJIOTHEH aOpTHI. DTO
CBSI3aHO C TeM, YTO IIPOTPECCHpPOBAHME 3a00JICBaHMS

HOCWT y 3TUX TIAIMEHTOB 0OJiee arpecCUBHBIN XapaKTep
¥ BeJECT K HEOOXOAUMOCTH XUPYPTMUECKON KOPPEKIIUMN
paciiMpeHusT aopThl MpU MeHbIleM ee nuamerpe (40-
50 Mm). Bce renetmueckue 3a0oeBaHUS, CBSI3aHHBIC
C TIATOJIOTUEM a0PTHI MOXKHO PA3IEUTh Ha JABE OOJbINNE
KaTeropuu: CHMHIPOMHBIE W HeCMHApoMHBIe. K cuH-
JPOMHBIM TEHETMYECKUM 3a00JIeBaHUSIM, CBSI3aHHBIM
C TaTOJIOTWE!l aopThi, OTHOCIT CUHAPOMBI Mapdana,
Jloiteca-Jlutiia, Dnepca-danno, TepHepa u psim OPYTHX.
Oco0EeHHOCTBIO ATUX 3a00JIEBAHMI SIBIISIETCS] XapaKTep-
Hasl KIMHAYECKAs! KapTWHA M M3BECTHBIE TEHETUUECKUE
nedeKTHl [2].

Y mauuenTtoB ¢ cuHapomoM MapdaHa HeoOXOAUMO
BBITIOTHUTH UcxoaHyto OxoKI mis BeIsiBeHUS pacimpe-
HUS a0PTHI U TIOBTOPHYIO — 4epe3 6 MecsIeB, IIsT oTpe-
JeieHnsT ckopoctu aunaraimu aopthl (I kimace mokasa-
Huit). [Ipu cTabuIbHOM pazMepe a0pTe BO3MOXHO Jalb-
Helilllee TMOBTOPHOE MCCIIeOBaAaHWE 4Yepe3 TOo[,
HO HE0OXOmMMBI O0Jiee YacThie TTOBTOPHBIE MCCIIEN0BA-
HUS TIPU UCXOTHOM pa3Mepe aopThl 45 MM U OoJiee Wim
obicTpoM TipupocTe auamerpa aopThl (I Kiacc mokasa-
HUiT). XUpyprudeckoe BMEIaTeIbCTBO MOKA3aHO Y Malv-
€HTOB C CHMHApOMOM MapdaHna mpu amameTpe aopTh
6osee 50 MM WM TIPU COOTHOIIIEHUM JUAMETPa K POCTy
(B Metpax) 6omee 10 (Ila xracc mokazanuii). [lanmeATKN
¢ cuHapoMoM Mapdana, TlaHupylolue 6epeMeHHOCTb,
MOTYT OBITh TTPOGUIAKTUYECKU TPOOTIEPUPOBAHBI TP
murametpe aopTel 40 MM (1la Kiracc mokazaHmif).

IMamuenTtam ¢ cungpomom Jloieca-AuTia aJisi BBISIB-
JICHUs PAcIIMpeHUs] HeOOXOAMMa WMCXOMHAsl BU3yain3a-
mmst Bceit aopthl U ee BerBeil (MPT mwim MCKT) ¢ koHT-
pojieM depe3 6 MeCSLEB U MOCIEAYIOIIMM €XeTrOdHbIM
MPT xontponem (I xmacc mokaszanmit). Kak m3BecTHO,
y TanueHToB ¢ cuHapomoM Jloiteca-/lurtia muccexumst
¥ pa3pbIB A0PTHI MOTYT MPOUCXOANTH ITPYU pa3Mepax aOpTHI,
HE TpeBbImaux 45 MM, TO3TOMY TaKWe€ TAIllUEHTH
JIOJDKHBI OBITH TIPOOTIEPUPOBAHBI, €CITU pa3Mep UX aOPThI
noctur 42 MM 1o gaHHeIM YIT-DxoKI win 44-46 mm
no manHeIM MCKT mm MPT (Ila xmacc moka3aHmin).

Bcem mammeHTaM ¢ OMKYCTIMAAIBLHBIM a0PTATbHBIM
KJIallaHOM TTOKa3aHa OIIEHKa pa3MepoB KOPHS M BOCXO-
JSIIETO OTIAEJIa AOPTHI TSI BBISIBJICHUS €€ PAaCIIUPEHMUS.
Takoe xe 00cieoBaHNE TTOKA3aHO POJICTBEHHUKAM TIep-
Boit mHnm (I Kirace mokazanmii) [2].

Bospiryio nMarHoCcTUYEeCKyI0 CIOXHOCTh MPENCTaB-
JISTIOT TIAIIMEHTHl C HECUHAPOMHBIMM 3a00JIeBAaHUSIMU
aopThl. DTO OOJBIAS TpyMIa 3a00eBaHUIA, T KOTO-
pPBIX B HACTOSIIIEe BPEeMsI HE BBISBJICHA OTpene/ieHHas
TeHEeTUYeCKass MyTalus W OTCYTCTBYIOT XapaKTepHBIE
KJIMHUYECKUE TIPOSIBJICHUST M TPOCIEXUBACTCSI ceMeii-
HBI aHaMHe3. B 3Tux ciryuasx pekoMeHI0BaHO obciie-
JIOBaHWE POACTBEHHWKOB TIEPBOU JIMHUU [JIST BBISBIIC-
HUs OeccMMIITOMHOTO pacmupeHus aopthl (I Kmacc
nokazaHwuit) [2].

Hcnonb3oBaHre MakCMMaTbHOTO 3HAYEHUST pa3Mepa
aopThI Oe3 yJeTa BO3pacTa, pocTa U Beca MaiMeHTa Hello-
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OlLICHWBAeT WIN TICPCOICHWBACT pACIIMPECHUE aOPTHI
Yy HEKOTOPHIX KaTeropuili ImamueHToB. [losToMy Iipm
CKPUHUHTOBOM OOCJICIOBAaHUM IIEJICCOOOPA3HBIM SIBJISI-
€TCs UCIIOIb30BaHNE Z-KPUTEPUSI, CYTh KOTOPOTO 3aKITI0-
YaeTcs B COOTHOIIICHUY NCTUHHOTO U TOJDKHOTO pa3Mepa
aopthl. Ecim Z-kpuTepuii IIpeBHIIACT 2, TO MOXKHO
TOBOPHUTH 00 YBEIMICHNU pa3MepOB aopThl. B aTOM City-
yae MAlMCHT IOJDKeH OBITh B3ST IOI OTWHAMMYECKOE
HaOJIIOeHNE M €My CJIeAyeT PEKOMEHIOBATh IIOBTOPHOE
o0cienoBaHue 4yepe3 6 MecsleB, €Cld pa3sMep aopThl
MpeBBIIIacT 45 MM, W 4Yepe3 TOH, €CIM pa3Mep aopThI
MEHee TaHHOTO ITOKa3aTesl.

®opmyna pacueTa TOKHOTO pa3Mepa aopThl, HCXOIS
W3 BO3pacTa W IUIOIIAAM TTOBEPXHOCTHU Tella IMallheHTa,
6bu1a TIpeyiokeHa Roman M. J. et al. [7] u 3aTteM momos-
Hsutack Deveroux R.B. et al. [8] m van Kimmenade R.
et al. [9]. YauTeIBast rpoMO3IKOCTb (DOPMYIIBI, UTO 3aTPYI-
HSIET €€ MCIIOJIb30BaHNe B IIOBCEIHEBHON IMPAKTUKE, MBI
IpeajiaracM II0JIb30BaThCSI OOTHUM U3 KaJIbKYISITOPOB
IOCTYITHBIX on-line, HampuMep, ¢ calita odmIecTBa 60JIb-
HBIX ¢ cumHIpoMoM Mapdana (http://www.marfan.org/
dx/zscore).

Huxe mnpuBemeHB NOPUMEpPHI, WLTIOCTPUPYIOIINEC
MMPAaKTHYECKOE UCIIOIb30BaHMS Z-KPUTECPUS IS OTIpeIe-
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JICHUSI TaKTUKW BeACHUS MAalleHTA ¢ BO3MOXHBIM pac-
IIUPEHUEM a0PTHI:

IMamuent A. Myxumnaa 50 mer, Bec 105 Kr, pocTt
198 cm. Pa3zmep aopThl Ha ypoBHE CHHYCOB 42 MM
(puc. 2). Z-xkputepuii paBHBIN 1,87 CBUIETEIBCTBYET,
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C TIOCTICAYIOIINM KOHTPOJIeM depe3 1 Tox.

Takum 00pa3zoM, MOXHO TOBOPUTH, YTO MpoOIeMa
BU3YaJINU3allud W OIIEHKU PE3YJIbTaTOB OOC/ICIOBAHMS
MAIMeHTOB C PacCIINPEHUEM aOPTHI SIBJISICTCS 00JIACThIO,
KOTOpas TpeOyeT Xopoleld nHGOPMUPOBAHHOCTHA Bpada
¥ TOHUMAaHWSI KITMHUISCKON TTPOOIIEMBI.

Oco60ro BHMMaHUSI KapAnoJIora IIpy BeICHUH 3aCiTy-
XKWBAIOT TTAIIUEHTHI C TCHETMYECKOM ITaTOJIOTHE, TTamu-
SHTBI C aHAMHE30M BHE3aITHOM CepAeUYHON CMEPTH CpeIn
OJIM3KUX POACTBEHHUKOB M MAIMEHTHI C ITOTPAaHUIHBIM
pacIIipeHneM aopThL.
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