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BOIIPOCHI JMATHOCTUKU CUHAPOMA MAP®AHA

KpacHosipckas rocyaapcTBeHHasi MEIULIMHCKAsI aKaIeMUS.

WNHCTUTYT NOTUKINHUYECKON MeIuLuHbI . KpacHOspCK..

Kpacnosipckast kpaeBast 6osibHHIIa No2.

Cunapom Mapdana npencrasiset co0oii BapuadenbHOe, ayTOCOMHO-TOMUHAHTHOE HapyIlIEHUE
COCMHUTENIbHOM TKAaHH, BOBJIEKAIOIIEE, KaK MIPABUIIO, CEPACYHO-COCYUCTYIO CUCTEMY, OpPTaHbl 3pEHUs U
OIIOPHO-JIBUTaTebHbIN anmnapart [1, 2]. Yacrora BO3HUKHOBeHHSs CHHIpoMa MapgaHa cocTapisier
npumepHo 1 cirydait Ha 9800 nuir B 001IeH MOMYIISAINH, PUIEM OKOJIO 26% clTydaeB HE HMCIOT
CeMEITHOT0 aHaMHe3a, TaK Kak 3a00JIeBaHie BOSHUKACT B pe3yibTare Mytaru de novo [3].

Oco0oe BHIMaHHE, KOTOPOE MIPUKOBBIBACT K cede cuHIpoM MapdaHa co CTOPOHBI BpaueOHOTO
cooOmiecTBa OMpaBIaHO TEM, YTO UMEETCS BBICOKUN PUCK CMEPTHOCTH, CBSI3aHHBIN C 3THM
3a0osieBaHneM. Tak, OTHOCUTENBHO HEAABHO, 0KoJ10 30 JIeT Ha3al, CMEPTHOCTb IIpU cuHApome Mapdana
coctasisuia 70%, a cpeHsis MPOAOIKUTENILHOCTD XKU3HU - 32 Tona [2]. B To ke Bpemsi, CYIEeCTBYeT psij
3a00JIeBaHMM, CO CXOKUMH KIIMHUYECKUMHU MPOSBICHUSMH, HO 0oJiee OJIaronprUsATHBIM IPOTHO30M H
CYIIECTBEHHO MEHBIITM PHCKOM Pa3BHTHUS CEPACUHO-COCYIUCTHIX OCIOKHEHUH.

Wrak, xapakTepHble TpU3HAKKA CUHIpoMa MapdaHa BKITIOYAIOT MPOTPECCUPYIOIIYIO TUTATAIHIO
AOPTHI M BO3HUKAIOIIYIO B PE3yJbTaTe ATOT0 HEKOMIIETEHTHOCTh a0PTAIBHOTO KJIAllaHa, BO3MOKEH
npoJarnc MmutpanbpHoro kinamada (IIMK) u ero HeocTaTO4HOCTD, TTOABBIBUX XPYCTATUKOB U
OJIM30PYKOCTB, & TAK)KE BHICOKOE M KTOHKOE» TEJIO C JTMHHBIMHA KOHEYHOCTSIMH, apaXxHOIaKTHIHEH U
nedopmarueit TpyaHoN KIeTKu. [Ipu KTHHIYecKOM 0cMOTpe O0BHBIX ¢ CHHAPOMOM MapdaHna 4acto
BBISIBIISTIOTCS] MEHEE CTIeIIU(UYHBIC TPU3HAKH, TAKHE KaK BEICOKOE «TOTHYECKOEe» HEOO CO CKYYEHHOCTHIO
3y00B, aTpouvecKkre KOKHBIC CTPUH U APYTHE CUMIITOMBI, KOTOPHIE MOTYT OBITh BEISIBIICHBI TIPH
pentreHorpaduu (BbIMSYMBAHUE BEPTIIY>KHON BITQJMHBI U ypajibHas 9KTa3us). B HEKOTOPBIX cirydasix
pa3BHUBaeTCs pelUINBUPYIOINN MHeBMOTOpakc. KnnHuueckue snemeHTs cunapoma Mapdana Obuin

MIPEJICTABIICHBI B TaK Ha3bIBAEMOM ['€HTCKOM TMarHOCTUYECKOM HO30JI0TMH, TPUHATOU B 1996 roay



(Tabmuna 1), koTopast o6eryaeT AMArHOCTUKY ATOTO 3a00JIeBaHUS C BaprabeTbHON KIMHUYECKOU

KapTUHOM.

Huarno3 cunapoma Mapdana TpeOyer, kKak MUHUMYM, HAJTUYHS OHOTO OOJIBIIOT0 KPUTEPHS B

JABYX CUCTEMAX U BOBJICUCHUEC TpeTbeﬁ CHCTEMBI B IIaTOJIOTHYCCKUI mponecc.

Tabnuma 1. Jlnarnoctudeckast Ho3010rusl cuHaApoMa Mapdana npunsrtas B ['ente B 1996 rony

(4).

Cucrema

CkeneTrHas

Opra#ssl 3peHus

Cepaeuno-

cocymucras

Bounbime kpurepun

Mo xpaiineii Mepe, 4 HaOIIOJAEMBIX MIPU3HAKA:

Pectus carinatum (kuieBuaHAs TPyAHAs KIICTKA)

Pectus excavatum (BopoHkooOpa3Has rpyaHas

KJIIETKA), TpeOyIoImas Xupypriu

OTtHomeHNe HIDKHEH/BepHel yactu Tena < (.86 mmu

>1.05

CHUMIITOMBI 3aIISICThS ¥ KHCTH

Ckomano3 > 20° Ui CIIOHIUJIOIUCTO3

CumkeHune pactpsmiieHus jgokreit (<170°)

IImockocronue

BrinsiunBaHue BEpTIIYKHOW BIIAUHbI

IToaBBIBUX XpycTanuka

Junaramust KOpHS a0pThI

Bogieuenue

2 GonbIINX KpUTepHs Wik 1 6onbIoi u 2

HaOIIOHAEMBIX:

Pectus excavatum

I'inepMoOunbHEIE CyCTaBBI

Beicokoe HEOO CO CKY4E€HHOCTBIO 3y00B

XapakTepHoe JIHI0

[Tnockas porosuiia

YBennueHne akCHaIbHOM MPOTSHKEHHOCTH

s010Ka (TIpUIMHA MUOTIHH )

I'mnonnasus ceTyaTKy WK MAJINApHOTO

MycKyJia (pUIHHA MHO03a)

[Ipomamnc MuTpaIbHOTO KIIaTlaHa




Paccnoenune Bocxonsiieit a0pTh Junaranus JerouyHoi apTepuu y Juil

mounosxe 40 Jet

KaJ'II)HI/I(i)I/IKaHI/IH KOJIblla MUTPAJIbHOTO

KJlamaHa, B Bo3pacte MeHee 40 set

Wnas qumatauus win PpaccCiI0OCHUEC a0OPThI

Jlerkue Her CrnoHTaHHBIA THEBMOTOPAKC

AnwukasnbHble OyJUTBI

Koxa Her ATtpoduueckue crpun

HOBTOpHI)IC HJIK 11I0CJI€ ONIEpAllMOHHBIC

TPBDKH
TBepnas mo3rosas JIrombocakpanbHas TypajibHas 3KTa3us Her
o00oJ10uKa

I'eneTnyeckue Ponurenu, netu unm KpoBHbIE POJCTBEHHUKHU Her
MPU3HAKU COOTBETCTBYIOT HE3aBUCUMBIM KPUTEPHUSIM

Myrtanus pubprnnuna-1, sBnsromascs NpUIHHON

cunapoma Mapdana

Hacnencreennas nepenaua nedexra JTHK,

CBSI3aHHOTO C CEMEHHBIM CHHAPOMOM Mapdana

[Ipu auarnoctuke cuaapoma Mapdana B cucteMe OlOpHO-ABUTATEILHOTO arapara, Mpu3HaK
apaxHOJAKTUIIMN MOXKET ObITh OIIEHEH C MOMOIIBIO cuMIToMa Oosbinoro majibia CrelinOepra (Steinberg)
- TIOJTHAS! TIPOEKITUST HOTTSI OOJIBIIIOTO TaIbIla BHE TPAHUIL JIAJJOHU M CUMITTOMA 3arsICThs Y OJIKepa-
Mypnoxa (Walker — Murdoch) - 6o:bmro#i maner 1 Mu3HHEL CBOOOIHO MEPEXJIECTHIBAIOTCS BOKPYT
3amsicThsa. OTHOIICHHE BEPXHETO M HIDKHETO CETMEHTOB Y B3POCIIBIX JIOJDKHO OBITh MeHbIIE (.86 nimn
6osee 1.05, uTo sBAAIOTCS OOBEKTUBHBIM MMOKa3aTeneM cuaapoMa Mapdana. [1pu 3ToM HUKHUN CETMEHT
U3MepseTCs KaK paccTOsHUE OT cuM@u3a J100Ka J0 1Moja, a BEpXHUN CETMEHT PACCUUTHIBACTCS, BBIYUTAs

9TO paCCTOSAIHHUE OT O6Hleﬁ BBICOTHI TEJI1A. O,Z[HI/IM H3 OOIBIINX IIPU3HAKOB SABJISICTCA BBINIAYHMBAHUC



BEPTIYKHOH BIaJMHbI, YTO BBIABISAETCA IPU peHTreHorpaduu ta3a. YtoObl n36€KaTh HEHYKHOTO
00JIy4eHus1, 3TO UCCIIEI0BaHKE JOIKHO OBITh MPEANIPUHATO TOJIBKO B TOM CIIy4yae, €CJIU BbISBIEHHE ITOIO
IpU3HAKa JeJaeT AMarHo3 cuHapoMa MapdaHa ycTaHOBIEHHBIM. B I0JJOGHBIX 0OCTOATENBCTBAX TAKXKE
MOYET OBITh PACCMOTPEHO BBIIIOJIHEHHE MAarHUTHO-PE30HAHCHOM TOMOrpaduu AJis BBISABICHUS
JTrOMOOCAaKpaIbHOM ypajibHON 3KTa3UH.

B cucreme opraHoB 3peHHs TOJIBKO MOJABBIBUX XPYCTATMKA MOXKET OBITh paclieHeH KakK O0JIbIIoi
KPUTEPHIA, Ipyrue MeHee crenn(uyHbie MpU3HaKH, TAKUe Kak OJM30PYKOCTh, PACLIEHUBAIOTCS KaK
BOBJICUEHUE CUCTEMBI.

Jlnatanus aOpThl WK €€ pacCiIOeHUE PaclieHUBAIOTCS Kak O0IbIlne KpUTepuu. JluaMmeTp aopThl
JIOJDKEH OBITh U3MEPEH C IMOMOIIBIO TPAHCTOPaKAIbHOM 3x0oKkapauorpadun (9xoKI') Ha ypoBHE cHHYCOB

BanbcanbBbl. HopmaiibHbIe TOKa3aTeNn a0pTHI IPEACTABIICHBI B TA0JIHIIE 2.

Tabmuua 2. HopmanbHbie pa3Mepbl a0pPThI Yy B3pOCIbIX (3).
Juamertp

Cunycel BanbscanbBbl

MyKIUHBI 3,4+0,3 c™m
KeHnunael 3,0+0,3

Kopens aoptbl <3,7cm
Bocxonsimas aopta <3,8 cm (2,5-3,8 cm)
Hucxomsimast aopta <2,8 cMm (1,7-2,8 cm)
TonmmHa CTEHKH a0pThI <4 mm.

Hopmainbnas ckopocTh pacmmpernus — okono 1-2 mm 3a 10 Jter.

Heo6xoamumMo 0c060 OTMETUTH, UTO BBISIBIIEHHWE OOJIBITMHCTBA XapaKTEPHBIX JJISI CHHIpOMaA
Mapdana mpu3HaKOB 3aBHCAT OT BO3pacTa MallueHTa, TO3TOMY I JIETEH U TTOAPOCTKOB, UMEIOIINX
CEeMEHHBIN aHaMHE3, HO HE OTBEYAIOIINX TUArHOCTHUYCCKUM KPUTEPHM, JOHKHA OBITh TIPEIIOKEeHA

MOBTOPHAsI OLIEHKA /10 AOCTIWKeHus 18 ieTHero Bo3pacta. Takum oOpa3oM, Kak BUIHO U3



MPEIIECTBYIOLIET0 OOCYKICHHS, TMarHOCTHKa cuHApoMa Mapdana TpeOyeT MyIbTUIUCIUIUIMHAPHOTO
MIO/IX0/1a, BKJIFOYAIOLIEr0 KIMHUYECKUN OCMOTP, OLIEHKY FeHeTH4eCKux nopaxenui, 9xoKI" npusnaku,
JTaHHbIE 0PTATBEMOJIOTUYECKOTO OCMOTPa U PEHTTEHOJIOTUYECKOTO UCCIIEI0BaHUS.

CnoxxHOCTH B TMarHOCTHKE cUHApoMa MapdaHa MOKHO MPOIEMOHCTPUPOBATH CIIETYIOIIUM
ciydaeM. 20.09.2006 B MHCTUTYT MOTMKINHUYECKON MEAUITMHBI oOpaTwiics manueHT H. 24 met ¢
*Kano0aMH Ha OJIBIIIKY, BO3HUKAIOIIYIO IIPHU X0Ab0E B YCKOPEHHOM TEMIIE, OBICTPYIO YTOMIIIEMOCTb.

W3 anamHe3a U3BECTHO, YTO MPH MCCIECTOBAHNY TOJ1 Ha3a/l ObUIa BRISBICHA THIIEPTPO(dUs JI€BOTO
xemynodka. Ha OxoKI™ Obuia BeIsIBIICHA aHEBPH3Ma BOCXOIAIICH a0PTHI 10 72 MM, HEJJOCTAaTOYHOCTh
AOpTAJILHOIO KJIallaHa ¢ PacIIMpPEHUEM IIOJIOCTEN JIEBBIX OTAENOB cepAla. B TeueHue nocieaHero roaa
COCTOsIHUE OO0JIBHOTO YXY/IIINIIOCH, TOSBUIACh OBIIIKA U YTOMJISIEMOCTD IIPH IPUBBIYHON Harpys3Ke.

[Ipu 06bEKTUBHOM OCMOTpE 0Opaliajiyu BHUMaHUE BbIpa)KEHHAs: MUOIMSI, BOPOHKOOOpa3Has
nedopmanus TPYAHOHN KIETKH, CHUKCHUE PACTIPSMIICHUS JIOKTEH. B IErkux apIxaHue Be3UKYISpHOE,
xpuroB HeT. [lepkyTopHble rpaHuLibl cepAlia paciiupeHsl BiaeBo Ha 3 cM. Han aopToii u B Touke boTkuna
BBICJTYILIMBAETCS AMACTONIMYECKUH IIyM. TOHBI puTMHUHBIE ¢ YacToTol 75 B Munyty. A/ 160/50 MM pT.
ct. JKuBoT npu nanenanuu 6e3 0COOCHHOCTEH, B JaTepalbHBIX 00JIACTSX CIIpaBa U ClieBa HAOIIOJAINCH
aTpouveckue CTpuH.

Ha OxoKI': BelpaxeHHast 1uiaraiys aOpThl Ha ypOBHE CHHYCOB BanbcanbBbl U BOCXOIAIIETO
otaena 10 81 MM (cM. puc. 1), myra aopThl U HUCXOSIIUI 0T/1e He pacmupensl — 21-19 mm. CTBOpKH
AOpTAJILHOTO KJIanaHa 0€3 BUJUMBIX U3MEHEHHH, CHCTOIMYECKUI TpaIueHT Ha CTBOPKaxX — 8 MM pT CT,
BbIpaK€HHasi (OTHOCUTEINIbHAS) a0pTalibHasl peryprutanus (Iepruo myayrnaaeHus TuacToIN4ecKoro
JaBjeHus B aopTe — 185 MC, B HUCXOIAIIEN a0pTe PETUCTPUPYETCS MOTOK PETYPTUTALIMY YEPE3 BECH
nepuoj 1uacToisl). JleBoe npeacepane He yBenudeHo — 27 MM. BeipaxkeHHas nuiaTanus J€BOro
xenynouka (JIK), KoHeuHBI THacTONMMYEeCKU M KOHEYHBIA CHCTOIMYECKHUI pa3Mephl, COOTBETCTBEHHO,
91 MM u 71 MM, paxius Beiopoca JIK — 42%. CTBOpKM MUTPAJIBLHOTO KJIallaHa He H3MEeHEHBI. [IpaBbie
OTJIETIbI HE YBEIWYCHBI. TPeXCcTBOPYATHIN U KJIAIlaH JETOYHOM apTepuu 0€3 BUAMMON MaTOJIOTHH.

Takum 06pa3om, y JaHHOTO O0IBHOTO HAOIIOAANICS OOJIBIIION KPUTEPHI MOPAKEHUS CEPICUHO-

COCYJIMCTOM CHCTEMBI (JUIaTaIys aOPThl) U MaJIbie CHMITTOMBI BOBJICYCHHS OPTAaHOB 3pEHUS (MUOIIHS) U



KOXH (aTpoduueckue cTpun). BoBiedeHne omopHoO-IBUTaTEIHFHOTO anmapara Bce e ObLI0
HEJOCTAaTOYHBIM JJIs JUArHOCTHKH Kilaccudyeckoro cunapoma Mapdana. [Ipunumas Bo BHUMaHMe
TSKECTh COCTOSIHUSA MallMeHTa, OoJiee JeTallbHas JUarHoCTHKa He MTPOBOAMIIACK, TaK KaK OOJIbHON ObLI
HaIpaBJIeH JJIsl IKCTPEHHOM KOHCYNbTaluu Kapauoxupypra. K orpoMHoOMy coxkaneHuto, 1ajabHeilias ero
cynp0a ocTaiach HEM3BECTHOIM.

Cunapom MapgaHa mouTH Bcerzia pa3BUBAETCs B pe3yJibTaTe MyTaIlH ['eHa, KOJUPYIOIIEro
duopmmmn-1 (fibrillin 1) B 15-it xpomocome. DT0 0e10K BHEKICTOUHOTO MAaTPUKCA COSTUHUTEIBLHON
TKaHU, CBA3aHHBIN C KoJulareHoM. B Hactosimee Bpems BoiaeneHo 6osee 100 pa3nuuHbIX MyTanuii B
reHax KOAMPYIOIMX cuHTe3 pubprimminHa-1, mpudyeM noo0HbIe MyTalliud MOTYT OBITh BBISIBJICHBI KaK Yy
JIMII ¢ CHHAPOMOM MapdaHa, Tak u B psifie JPYrux 3a00JeBaHN, TaK HA3bIBAEMBIX «(HUOPUILTHHOTIATHIN»
[2, 3, 5]. Iuddepenimanbaas AuarHocTHKa ATUX 3a00JICBaHUI ONpaB/iaHa TEM, YTO BOBJICUCHUE
CepACYHO-COCYTUCTON CUCTEMBI IPH 3TUX COCTOSHUSAX SIBIISIETCS O0Jiee yMEPEHHBIM WU
HecyniecTBeHHbIM. O/IHaKo, HEKOTOpbIE U3 ATUX Oose3Hel, Takue kak cuHapoM Crpunrtues-I'onnbepr
(Shprintzen-Goldberg), cemeiinbie uau n30aMpoBaHHbIC (HOPMBI AaHEBPU3M a0pThI 1 cuHApoM MASS, Bce
K€ MOT'YT COITPOBOX/IAThCSI PUCKOM JIMJIATAllMU U PACCIOCHHUS a0pThI [2].

Wtak, k 3a0051€BaHHSIM C KOTOPHIMU IPUXOAUTCS IPOBOANTH A hepeHnnanbHyr0 TMarHoCcTUKY,
npu cuaapome Mapdana, otTHocsT cienyromue: 1. Cuaapom Dnep-Jlannoca (Ehler-Danlos) -
NPECTaBISIET TETEPOTEHHYIO TPYIITY HACIECTBEHHBIX HAPYIICHUH COSAMHUTENFHON TKaHH,
XapaKTePU3YIOIMUXCS THITIEPIIOABIKHOCTBIO CYCTaBOB M TUIIEPPACTSHKUMOCTBIO KOXKH. YacToTa
BCTpEYaeMOCTH CHHApoMa Diep-Jlannoca cocrasisier npumepro 1 ciaydgaii Ha 5000 [3]. Onucano okoio
11 TumoB 3a0oneBaHMs, BOBIIEUECHHE aOPTHI B IPOIIECC 3a00JIEBaHUS OTMEUACTCS TIPEXK]IE BCETO MPH
IV THre 3a001eBaHUs, KOTOPBIN MTEPEIaeTCs M0 ayTOCOMHO- IOMHHAHTHOMY MeXaHu3my; 2. CHHApOM
MASS. Ha3Banwue mpeicTaBiseT co00i akpOHUM U3 KIIMHUYECKHUX DJIEMEHTOB (OJIM30pYKOCTh, TIPOJIAIIC
MUTPAIEHOTO KJIallaHa, TUIaTallys a0pTHI, BOBIICUEHHE KOXKH U CKelleTa). 3a00ieBaHIEe HMEET CXOXKHE C
cuaapomMoM Mapdana mpu3Haky, 4TO paccMaTpUBAETCs HEKOTOPHIMU aBTOpaMu Kak (popma
HepeaJn30BaHHOTO cuHApoMa MapdaHa, B TO k€ BpeMs AUIaTalus a0PThI Y 3TUX JIULl HOCUT YMEPEHHBII

U CTaOWJIBHBIN XapakTep, MO3TOMY PUCK pa3pbiBa aOPThI IPEACTABISIETCS JOCTATOYHO HU3KUM; 3.



Cunapowm Jlaitana-®punca (Lujan-Fryns) — penkoe X-cBS3aHHOE YMCTBEHHOE HAPYIIICHHE C
Mapdanomnomgo6usiMu npusnakamu; 4. Cuaapom Crpunriera-I'onaoepra (Shprintzen-Goldberg) -
nepeaaeTcs o ayToCOMHO-IOMUHAHTHOMY MEXaHU3MY U CONPOBOXKAAETCS KPAHUOCUHOCTO30M, IPUYEM
TaK)Ke MOXKET HaOoAaTbcs MyTanus GUOpUILTUHA-1, 4TO MOKHO paClEHUTh KaK HEOObIYHbII BapUaHT
TeueHus cunapoma Mapdana; 5. Cunapom Crukiepa (Stickler) — xapakrepusyercst 0;1M30pyKOCTHIO,
OTCJIOMKOW CeTYAaTKU (HO HE MOJIBBIBUXOM XPYCTaJIMKa), UMEETCS XapaKTEPHbIN BHEIIHUN BU/I C
THIIOIUIA3MeH cpeiHell yacTu IMia U, MHOT1a, HeOHbIe TPEUIMHBI U IoTeps cityxa; 6. ['omorucrennypus -
XapaKTepU3yeTCs MOBBIILIEHUEM TOMOLIMCTENHA B MOYE, NTOABBIBUXOM XPYCTAIMKA U U3MEHEHUSIMHU B
OIOPHO-ABUTaTEIbHOM anmapare; /. BpoxxaeHHast KOHTpakTypHasi apaxHOJaKTUIIMS UM CUHIpoM buiic
(Beals) - HaOrO1aI0TCSE KOHTPAKTYPHI U YIIHbIC aHOMAJIMHU B IONIOJHEHUE K MapdaHomnogo0HOMY
BHeIHeMYy Buay; 8. [Iponarnc MUTpabHOTO KIIaniaHa, COMPOBOXKAAIONINICS aHOMAIHSAMU CKeJIeTa U
rpyaHoit kinetku (yacto pectus excavatum), Ho 6e3 Ipyrux Mpu3HakoB cuHapoma Mapdana; 9.
HacnencrBenHsie popMBbl aHEBPU3M a0pTHI 0€3 IPYTUX MPU3HAKOB CUHApOMa Mapdana.
[TponomKUTENBHOCTD KU3HH OOJIBHBIX C CHHAPOMOM Mapdana ornpeaensercs, mpex/e BCero,
CTENEHbIO IOPAXKEHUS CEPJIEYHO-COCYAUCTOM cucTeMbl. B mocienHue roapl oTMe4aeTcs CyleCTBEHHOE
yAy4YIlICHUE BBDKUBAEGMOCTH Ha (POHE MOKHM3HEHHOI Tepanuu b-010kaTopamu, KOTOpbie, KaK CUUTACTCS,
CHI)KAIOT CKOPOCTh JMJIATAIllMU a0OPThl, @ TAK)KE B PE3YyJIbTaTe LIMPOKOTO MIPUMEHEHUS
npoUIaKTUIECKON UMIUIAHTAlUU KOPHS aopThl. Tak, cMepTHOCTH 3a nocieanue 30 JeT yMeHbIINIach
10 48%, a cpeiHss MPOJAOIKUTEILHOCTD XKHU3HU YBeTUUmiIach 1o 45 jet [6]. Beibop Bpemenu st
npOoUIAKTUIECKOTO XUPYypPrUueCcKOro BMENIaTeIbCTBA 3aBUCUT OT psiia (PaKTOPOB, KOTOPBIE BKIIOYAIOT
JUaMEeTp aOpThl U CKOPOCTh €€ PACIIMPEHHUS, YTO MOpa3yMeBaeT HEOOXOAUMOCTh B PETYISIPHOM
HaOJ 0 IeHN Y 3a nanueHToM [7]. K BO3MOKHBIM CepIeYHO-COCYTUCTBIM OCIIOKHEHUSM, BO3HHKAIOIIHM
npu cuaapome Mapdana, otHocsat [IMK u mutpanbnyto perypruramnuto, auiaranuio JOK u cepaednyio
HEJ0CTaTOYHOCTh, BO3MOJKHA AUJIaTaIus JierouHoi aptepuu. OiHako Harboliee 4acToil MpuYHuHON
3a00J1€BAEMOCTH M CMEPTHOCTH TIpH CHHApOoMe MapdaHa sBIsieTCs AUaTanus KOpHs aopTsr [8].
Cuunraercs, 4TO PUCK pa3pbIBa AOPTHI WM PA3BUTHUS 3HAUUMOW a0OPTAIbHOM PETYPruTally CYILIECTBEHHO

MOBBILIAETCA, KOT/1a AUaMETP a0pThl Ha YPOBHE CUHYCOB BasbcalibBbl IPEBBIIIAET 5.5 CM Y B3pOCIbIX



win 5.0 cMm y gereit [2, 7]. Cpeau hakTopoB prCKa pacCaOCHHUS U Pa3phiBa A0OPTHI TAKIKE BBIACIIAIOT
MPOTSKEHHOCTh AUJIATAIIMK a0PThl U CEMENHBIN aHaMHE3 PAacCIOEHHUs AOPTHI.

Jlo HeaBHEro BpeMeHH, MPeANOoYTUTEILHBIM METOI0M KOPPEKIUU SBJIsUIach Iuiactuka benramna
(Bentall) mpu KoTOpO# MMILTAHTUPYETCS KOPEHBb A0PThI M A0PTAIBHBIN KJIaaH. DTa mpoleaypa HMeeT
HU3KYIO ONIEPAIlMOHHYIO0 CMEPTHOCTH B OIBITHBIX PYKAaX, C JOJITOCPOYHBIM BhDKUBaHHEM 0K0J10 80% B
TEUEHUE IATH JIET U 0k0JI0 60% B Teuenue 10 jer [2, 7]. B To e Bpemsl, €Clii IMPOT0JIKUTEIBHOCTD
YKU3HU TAIMEHTOB C CHHIPOMOM MapdaHa MpeBhIIIaeT 3TH CPOKH, BOSMOXHBI TOBTOPHBIC OTIEPAIIH 110
MIOBOJTy HOBBIX aHCBPH3M, PA3BUBAIOIINXCS HA IPYTHX YUACTKaX a0PTHI. B CBSI3M € 3THM JOITOCPOYHAS
Tepanus b-0j10kaTopamu JO/DKHA OBITH ITPOJIOJDKEHA, B TOM YUCIIE M Y JIHII, YCIIEIIHO MEPEHECIINX
onepanuio. Bo Bpemsi 6epemeHHOCTH Npu cuHApoMe MapdaHna BBIICISIOT ABE OOIbIINE TPOOIEMBI —
BBICOKHI PUCK CEPJICTHO-COCYIUCTHIX OCTIOKHEHUH y MaTepu U 50% prck nepenaun cuaapoma Mapdana
pebenky. CepaedHO-COCYTUCThIE OCIOKHEHUSI TIPEICTABIIIOTCS O0JIee BEPOSITHBIMU, €CITU KOPEHBb A0PThI
MpeBBINIAET 4 CM B Havyalle OEpEeMEHHOCTH WM OBICTPO pactiupsiercs. [loaToMy, manueHTkam ¢
cuHIpoMoM Mapdana tepamnus b-010kaTopamu Takke T0KHA TIPOBOJUTHCS B TEUCHHE BCCH
OepemenHoctH [2].

3AKJIIOYEHUE

JuarHoctuka, BeficHHE U HabtoieHne 3a O0JIpHBIME ¢ cUHIpOoMOoM Mapdana Tpedyer
KOMILIEKCHOTO ¥ MYJIbTUAUCIUIUTMHAPHOTO 1MOX0a. HecMoTps Ha BBICOKYIO YaCTOTY OCJIOKHEHUH,
TIIATEIbHBI MOHUTOPHHT COCTOSHHS, COMPOBOXKIAIOIINICS TOKU3HEHHOM Teparuei D-6mokaTopamMu u
CBOCBPEMEHHOM MPOPUITAKTHUSCKON KapAUOXUPYPTHEH, CYIIIECTBEHHO YIYUIIIIINA TEPCIICKTHREI B

BEACHHNHU OTHUX IIAaIIUCHTOB.



Pucynok 1. Pasmep aopTel Ha ypoBHE cuHycoB BanbcanbBel y manuenTta H.

*R CAlIPER

+ DISTAHCE = 21.89mm
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