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Abstract

Marfan syndrome (MS) is a hereditary connective tissue disorder with an autosomal dominant
inheritance pattern, primarily caused by mutations in the FBN1 gene, which encodes the protein
fibrillin-1. The disease is characterized by systemic involvement of the cardiovascular,
musculoskeletal, visual, and respiratory systems. The most dangerous complications are aortic
root dilation, aneurysm, and aortic dissection, which determine the prognosis and life expectancy
of patients. This review presents current data on the epidemiology, pathogenesis, clinical
manifestations, diagnosis, and treatment of Marfan syndrome in children.

Keywords: Marfan syndrome, children, fibrillin-1, FBNI, hereditary connective tissue
disorders, review.

"Ixonomuka u counym' Ne§(147) 2026 wWWwWw.iupr.ru



BBenenne

Cungpom Mapdana sBIseTCS OIHUM M3 HauOOJee M3yYeHHBIX HACJIEICTBEHHBIX 3a00JICBaHMIA
COCTMHUTEIILHON TKAaHH W TPEJCTABISICT 3HAYUTEIBHYIO MPOOJIEMy COBPEMEHHOW TEIHATPHH,
MEIWIIMHCKOW TEHEeTUKM H KapJAHOJOTHH. 3a00JeBaHUE XapaKTePU3yeTCS CUCTEMHBIM
MOPAKEHUEM OpPraHOB, OOTaThIX COCAMHUTEIIBHON TKaHBIO, MPEXKAE BCErO CEPIACYHO-COCYTUCTON
CUCTEMBI, CKEJIETa, OPraHOB 3peHMs U Jerkux [1,2].

Pacnipoctpanennocts cunapoma Mapdana cocrasisieT okono 1 ciydas Ha 5000—-10000 gyenosek,
IpyA 3TOM 3a00JIeBaHWE BCTPEYAETCS OJUHAKOBO YaCTO y TpEACTaBUTENEH O0OWX IOJIOB U
pa3iauyuHbIX dTHUYecKux rpymni [3,4,8]. Okono 25% ciayyaeB 00yclOBIE€Hb HOBBIMU MYTallUsIMU,
TOT/1a KaK OCTAJIbHBIC HACIIEAYIOTCS 10 ayTOCOMHO-JIOMUHAHTHOMY THIY [2,5,7,9].

HecMmoTpss Ha OTHOCHTENBHYIO PEAKOCTh 3a00JeBaHMs, CBOCBPEMEHHAs IHMArHOCTHKA HMEET
HCKJIFOUYHMTENIFHO BA)XHOE 3HAYCHHE, MOCKOJIBKY CEPICUYHO-COCYAUCTBIC OCIIONKHEHUS SIBIISIOTCS
OCHOBHOM MNPUYMHON TPEXKJIECBPEMEHHOW CMEpTHM MaluueHToB. binarogaps pa3BUTHIO
MOJIEKYJISIPHOM TI'€HETHUKH, COBEPIICHCTBOBAHUIO METOJOB BHU3YaJU3allMM W BHEAPEHUIO
COBPEMEHHBIX PEKOMEHIAIUH MPOJOIKUTEILHOCTD KU3HU OOJIbHBIX 3HAUYUTEIHHO YBEIHUNIACh
3a mocyeaHue gecaruierus [4—6].

ITHOJIOTHA

OcHoBHOW TNpUYMHOM cuHApoMa MapdaHa SBISIOTCS MaTOreHHble BapuaHThl reHa FBNI,
PAacIoyIoKEHHOT0 Ha JUIMHHOM Iutede 15-if xpomocomsbl. I'en koxupyet Genok ¢ubpuinun-1,
SBJISIOIIMNACS OCHOBHBIM KOMIIOHEHTOM MUKPO(UOPHIIT BHEKJIETOYHOTO MaTpukca [5,7,10].
@ubpunnun-1  obecnieuuBaer  (OPMHPOBAHME  3INACTUUECKUX  BOJOKOH, MOJIEp)KaHUE
MEXaHUYECKON MPOYHOCTH COCYIUCTON CTEHKH, CBA30YHOIO almnapara, KOXKd U IPYTrUX TKaHEH.
Hapymenue cTpykTypsl Oenka MPUBOAMT K CHMXKEHHMIO MPOYHOCTU COCAMHUTENILHOW TKaHW U
Pa3BUTHIO XapaKTEPHBIX KIMHUYECKUX MposiBIeHU 3a0oneBanus [8,10,11].

CrnenyeTr OTMETHUTD, YTO BBIPAXKEHHOCTh KJIMHUUYECKUX MPOSIBICHUN CYIIECTBEHHO BAPbUPYET

CoBpeMeHHbIE NPeACTABJICHHS O IATOTeHe3e

B Hacrosiiiee Bpemst marorenes cunapoma Mapdana paccMaTpuBaeTcs Kak pe3ysibTaT COUeTaHUs
CTPYKTYpHOM  HEAOCTaTOYHOCTH COEJUHUTEIBbHOM TKaHM M  HapyUIeHHMs  KJIETOYHOM
curHaju3anuu [6,7].

Jlonroe BpeMsi CUMTANOCh, YTO 3a00JE€BaHME CBSI3aHO WCKIIOYHTENBHO C Aedexkrom
ANAacTUYECKUX BOJOKOH. OJHAKO COBPEMEHHbIE HCCIEAOBaHUS IMOKazaau, uyTo (GpuOpmiinH-1
BBIIIOJHSET TAKXKE BAXKHYIO PEryJlATOPHYI (YHKLUUIO, KOHTPOJIHUPYS OHOJOCTYNHOCTb
tpanchopmupytomero ¢akropa pocra [ (TGF-B). Ilpm ngedunure wim CTPyKTypHOU
HEMOJHOLIEHHOCTH (QUOpWIINHA-1 TPOUCXOAUT M30BITOYHAS aKTUBALUS CUTHAJIBHOTO ITyTH
TGF-B, compoBoknaromasici  HapylIEHHEM  IPOLIECCOB  KIETOYHOW  mpoiudepanu,
pEMOJIETMPOBAHMS BHEKJIETOYHOTO MaTPUKCA U XPOHUYECKUM BOCIalieHneMm [6,12—14].
[ToBeimennass aktuBHOCTh TGF-f  cnocobcTByeT pgerpamanuu  3IacTUYECKHX — BOJIOKOH,
aKTUBAllMM MATPUKCHBIX METAJJIONPOTENHA3, Pa3BUTHIO KUCTO3HOW JIeTeHepaluu CpeaHei
000JI0UKH a0PTHI U MIPOTPECCUPYIONIEMY pacIIUpeHHto ee KopHs [12,15].

Kpome Toro, Oomnbloe 3HaYeHHE HMMEIOT HApYUICHHUS (PYHKIMH TJIAJKOMBIIIECYHBIX KIETOK
COCYJIUCTON CTEHKH, OKCHIATHUBHBIM CTpecc, XpOHHMUYECKOE BOCIHAJICHHE W JTUCOATaHC MEXIy
CHUHTE30M U pa3pylleHHeM KOMIIOHEHTOB BHEKJIETOYHOTo MaTpukca [13,16,17].
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dakTOpbl PUCKA NPOrpecCHPOBaHUsI 3200/1eBaAHUSA
Haubonee 3HaunMbIMH (pakTOpaMu HEOJIArONPUATHOTO MPOTHO3A SBIISIOTCS:
e paHHHUH Bo3pacT gebroTta 3aboseBanus [9];
e OBICTpOE yBEeNMYEHHUE TUaMeTpa KOopHs aopTsl [17,18];
e HaJM4ME CEMENHBIX CIy4yaeB pacciloeHUs aopThl [2,5];
e maToreHHsle BapuanTsl reHa FBN1, acconmupoBannsie ¢ TsokensiM Genoturnom [10,15];
e OTCYTCTBHUE PETYJSPHOrO KapJUOJOrMUECKOro HAOIIOICHHsI 1 HECBOEBPEMEHHOE HAa4aJlo
tepanuu [18,19].

Kiannuyeckue nposiBienns cunapoma Mapdgana y nereit

Knuauueckast kaptuHa cunzapoma Mapdana (CM) oTianuaercs BbIpaXXKEHHBIM HOIMMOP(HU3MOM
1 BO3pPAcCTHOM 3aBUCHUMOCTBIO. 3a00sIeBaHie XapaKTepU3yeTcss MyIbTUCUCTEMHBIM MOPaKEHUEM,
OJTHAKO CTETeHb BOBJICUECHUS PA3JIUYHBIX OPTaHOB U CHUCTEM MOJKET 3HAYUTEIBHO BapbUPOBATh
Jaxe y TMalMeHTOB ¢ oAuHakoBoM wmytanuer reHa FBNI1. YV nereil MHOrue CcHUMOTOMBI
Pa3BUBAIOTCS IOCTENEHHO, YTO 3aTPyJHSET PAaHHIOI TUArHOCTUKY M TpeOyeT ATUTEIbHOIro
TUHAMUAYeCKoro HaOmoaeHus [1,2].

ITopaxenne cepae4yHoO-COCYAMCTON CHCTEMbI

CeplieuHO-COCYIUCTBIE U3MEHEHMS SIBJIAIOTCS Haubosiee 3HaYMMbIMH C TIPOTHOCTUYECKOM TOUKH
3peHusi, MOCKOJIbBKY HMEHHO OHM ONPENENSIIOT PUCK MHBAIMIM3ALMUA U TPEKIEBPEMEHHOU
cMepTH mnaunueHToB. Hambonee xXapakTepHbIM THPOSIBIEHUEM SBISETCS MpPOrpeccUpyromias
JUaTalusl KOPHS aopThl, OOYCJIOBJEHHAs HApyIIEHHEM CTPYKTYphI 3J1aCTHYECKUX BOJOKOH
COCYJIUCTOI CTEHKH M MOBBIIIEHHON aKTUBHOCTBIO curHaibHoro mytu TGF-f3 [3,4].

Ha pannux craausax 3a0ojieBaHHE MOXET MPOTEKaTb OSCCUMOTOMHO, a PACUIMPEHHE AOPTHI
BBISIBJIICTCSL TOJIBKO TIpU 3dXOKapauorpapuueckom obcienoBanuu. Ilo mepe yBenmuueHus
IMaMeTpa aopThl BO3pAcTaeT BEPOSTHOCTh (OPMHUPOBAHUS AHEBPHU3MBI, AOPTAJIBHOMN
HEIOCTaTOYHOCTH M PacCIOEHUs aopThl — Hauboyiee ONMACHOTO OCJOXHEHHUS CHHIpOMa
Mapdana [5]. Puck pa3sBuUTHS OCIOKHEHUN CYIIECTBEHHO YBEJIUYMBAETCS B IOJPOCTKOBOM
BO3pacTe B CBSI3M C MHTEHCUBHBIM POCTOM OpraHM3Ma M BO3pAcTaHHWEM TIE€MOJMHAMUYECKOU
Harpy3Ku Ha COCYJIUCTYIO CTEHKY [6].

JpyruM nposiIBICHUEM SIBIISIETCS MPOJIAIIC MUTPAJIBHOTO KJIallaHa, BCTPEYAIOIINICS, 110 TaHHBIM
pasnuuHbIX uccnenoBanuit, y 50-80 % nereit ¢ cunnpomom Mapdana [7]. Mopdonornyeckoit
OCHOBOM JAaHHON NATOJOTUU CIYXUT MHUKCOMAaTO3Has JereHepanuss CTBOPOK KjalmaHa H
pacTshkeHue XopaajabHOro ammnapata. KnuHudeckn 3a0osieBaHHME MOXKET COIPOBOKIATHCS
CUCTOJIMUYECKHUM IIIYMOM, OLIYLIEHHUEM CepIUeOHEeHUs, SMU30JaMU TaXUKapIuu, HapyLICHUSIMU
pUTMa cepAlla ¥ MOCTENEHHBIM Pa3BUTUEM MUTPAIbHOM HEAOCTaTOUHOCTH [8].

Pexxe wnaOmromaroTcsi mOpakeHHWE aoOpTAJbHOTO KjamaHa, JWilaTalusi JIETOYHOM apTepuw,
HapylleHHe MPOBOJUMOCTH Cepla U >KelyAo4yKoBble apuTMUHM. COBpPEMEHHbIE HCCIIEOBAHUS
CBHUJIETENILCTBYIOT, YTO Ja)Xe IpPH OTCYTCTBUM BBIPQXKEHHOW AMIATallud aopThl JETAM C
CUHIpPOMOM MapdaHa HEOOXOOUMO peryispHoe KapAHOJIOTHYecKoe HaONIoJeHHe C
IIPOBEIEHUEM 3XOKapAuorpaguu He pexe OJHOro paza B Trod, a HOpu ObICTPOM
IIPOrpPECCUPOBAHNN U3MEHEHUIN — Kaxkzble 6 Mecses [9].

M3MeHeHNs1 KOCTHO-MBbILIEYHON CHCTEMbI

[TopasxeHue ONOPHO-IBUTATENBHOTO ammapara sBiseTcss Hanbojee 3aMeTHOH O0COOEHHOCTHIO
cuapoma Mapdana. Haubonee xapakTepHbIMH TNpU3HAKaMH SBISIOTCS BBICOKMH POCT,
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HEMPOMOPIMOHANFHO  JIUTMHHBIE  KOHEYHOCTH  (JOMUXOCTECHOMENHs),  apaXHOJaKTHUIIUS,
neopmanuss TPyAHOH KIETKHM (BOpPOHKOOOpa3Hash WJIM KHJIEBHIHAS), CKOJIMO3, Ku(ho3s,
THIIEPMOOUIIBHOCTH CYyCTaBOB U utockocTomnue [10].

JlonmuxocTeHOMenusi 00yCIIOBIIEHA YCKOPEHHBIM pOCTOM TpPyOYaThIX KOCTEW BCIIEACTBUE
HApYIICHUS TPOLECCOB (OPMUPOBAHUS BHEKIETOUHOTO Marpukca. CKONHMO3 BBISBISETCS
MPUMEPHO y TIOJOBUHBI MAIMEHTOB M HMMEET TEHICHIIMIO K IMPOTPECCHPOBAHUIO B TIEPHOT
WHTCHCUBHOTO pocTa. BreIpakeHHBIC nedopMalii TO3BOHOYHHKA MOTYT COIMPOBOXKIATHCS
XPOHUYECKUM OOJIEBBIM CHHAPOMOM, HapylmieHueM (GYHKIMH JIbIXaTEIbHOW CHCTEMBI U
CHUXEHHUEM KauecTBa >xu3Hu [11,12].

Jledopmaru rpyTHOM KJIETKU HEPEIKO MPUBOIAT K YMEHBILIEHUIO )KU3HEHHOW €MKOCTH JIETKHUX,
OTPAaHUYCHUIO DKCKYPCHUU TPYAHOW KIETKM M HApPYIMICHWIO (PYHKIIMH BHEIIHErO AbIXaHUA. Y
HEKOTOPBIX MAllMEHTOB HAOIIOJAIOTCS MPOTPY3Us BEPTIYKHOM BHAJAMHBI, CIIOHAMUJIOIUCTES,
paHHee pa3BHUTHE JIETCHEPATUBHBIX N3MEHEHUH CyCTaBOB M MbIIIEYHAst TUMOTOHUS [13].
Ilopa:xkenue oprana 3peHust

[Topaxxenne opraHa 3peHUs SBISETCA OJHMM H3 OCHOBHBIX JUAarHOCTUYECKHX KpPUTEPHUEB
cuapoma Mapdana. Haubonee cnennuuuHbIM MpOSBICHHUEM CUMUTAETCS] IKTOMHUS (TIOABBIBHX)
Xpycranuka, BblsBiasieMas npumepHo y 50-70 % mnaumentoB [14]. CMmemeHue Xxpycrajivka
CBSI3aHO C OCJIa0JIeHHEM IIMHHOBBIX CBSI30K BeiencTBue aedexra puodpminHa-1.

Kpome skTommm xpycranumka y Ae€Tel 4acTO BBIABISIOTCS BBICOKAs MHUONMS, ACTUTMATHU3M,
YIUTOIIEHHE POTOBUIIBI, YBEIHMUEHHUE JUTMHBI TJIA3HOTO sI0JI0OKA U paHHEe pa3BUTHE KaTapakThl. B
TSOKENBIX CIIy4asX BO3MOXKHO PAa3BUTHE OTCIOMKH CETYATKH, TJIAYKOMBI M HEOOpPaTHUMOro
CHUXeHus 3peHus [15].

Y4uuThIBasi BHICOKUH PUCK OPTAIbMOJOTMYECKUX OCIOKHEHUH, JeTsIM ¢ CHHApOoMOM Mapdana
PEKOMEHIYETCsI €3KeroHoe o0ceoBaHue Y 0PTaIbMOJIOTA ¢ 0053aTeTbHON OMOMUKPOCKOTIHEH,
odrampMocKonuel u onpeaeneHueM pedpaxiuu [16].

IMopa:xkenue abIXaTeJbHON CHCTEMBI

V3meHeHuss [NbIXaTelnbHOW CHCTEMBI OOYCIIOBJICHBI COUYETAHHEM BPOXKICHHOW cIaboCcTh
COCAMHUTENIFHOW TKaHU W Jedopmanuii TpyaHod kietkn. Hambomnee pacmpocTpaHeHHBIMU
MIPOSIBIICHUSIMU SIBJISIIOTCSI CIIOHTAHHBINM MTHEBMOTOPAKC, Oyiuie3Has sM(pu3emMa BepXyIIeK JeTKUX,
CHUHJIPOM aITHO? CHA M CHIDKEHHE KU3HEHHOW eMKOCTH Jierkux [17,18].

HN3meHeHus1 IPYyrux OPraHoB M CUCTEM

[Ipu cungpome Mapdana MoryT HabIIOIaThCS U3MEHEHUS! KOXKU B BHJIE aTPOPUUECKUX CTPUH,
HE CBSI3aHHBIX C OKMpeHHeM. YacTo BBISBIAIOTCS MAaXOBBIC, IMYMIOYHBIE U MOCJICONEePAlMOHHBIC
TPBIXKH, 00YCIIOBJIEHHBIE CTA00CTHIO COCTMHUTENbHOM TKanu [19].

Co cropoHBI HEPBHOI CHUCTEMBl XapaKTepHa AypajibHas 3KTa3usi — pPACIIUPEHHUE TBEPIOH
MO3rOBOM O0OJOYKM B TMOSCHUYHO-KPECTIIOBOM OTHAede IM03BOHOYHUKAa. OHa MOXKeT
COTIPOBOXKIATHCS XPOHUUYECKUMHU OOJISIMH B TIOSICHUIIE, TOJIOBHBIMH OOJSIMHU, HapyIICHHEM
YYBCTBUTEJIHLHOCTH HIDKHUX KOHEYHOCTeM U IUCHYHKIMEH Ta30BbIX OpraHoB. MarHuTHO-
pe3oHaHCHass ToMorpadusi sBiseTcs HaumbOojee HWHGPOPMATUBHBIM METOAOM JIMArHOCTHUKHU
JAHHOTO oclioxkHeHus [20].

CoBpemeHHasi AMarHocTHKAa cuHApoma Mapdana y nereit

OCHOBOM TMarHOCTUKHU SIBJII€TCS TILATENbHBIA cOOp cemelHoro anamHe3a. Oco0oe BHUMaHHE
YACIAIOT ClydasM BHE3aIlHOM CEepACYHONM CMEPTH B MOJIOAOM BO3pacTe, pacCiIOCHHs aopThI,
BBIDXEHHOW MHOIINHU, OKTOIMU XPYCTaJIMKa, BBICOKOMY POCTY U JpPYTUM IpU3HaKaMm
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HACJIC/ICTBEHHON MAaTOJIOTUU COEJUHMUTENBHOM TKAaHW Yy POJCTBEHHMKOB IIE€PBOM CTENEHU
poactsa [21].

Knuanyeckoe obcienoBaHue BKIIOYAET aHTPOIIOMETPUIO M OLIEHKY CHUCTEMHOTO BOBIICUEHUS
COEAMHUTENbHOW TKaHU. OTpeneNnsoT pocT, Maccy Tela, pa3Max pyK, OTHOIICHHE BEPXHETO H
HIDKHETO CETMEHTOB Teja, HaJM4KMe apaxHOJAAKTHIUH, CHMOTOMOB OOJIBIIOrO Naybla |
3aIsICThs, MedopMaluidi TPyIHOW KIETKH, CKOJIHO3a, Kh(o3a, TUIEPMOOMIFHOCTH CYCTaBOB,
TUIOCKOCTOIINS, CTPUI KOXKH M JAPYTHX MPU3HAKOB, BXOISIIMX B CUCTeMHYIO Imkanmy Revised
Ghent. [Ipu cymme 7 u 6os1ee 6aTOB CHCTEMHOE TIOPAXKEHNUE CIUTACTCS 3HAYUMBIM [22].
Hamnbonee Ba)XHBIM WHCTPYMEHTAIBHBIM METOJIOM SIBIISIETCSI dXOKapauorpadusi, Mo3BOJISIONIAs
OLIGHUTH pa3Mepbl KOPHs a0PThl, BOCXOASIIEr0 OT/AENa a0pThl, COCTOSHUE KIIAIAHHOTO arnrmapaTa
CepAla, COKpaTHTENbHYIO (YHKIIMIO MUOKap/a ¥ HaJTMYUE COMYTCTBYIOUIMX MOPOKOB. CorimacHo
COBPEMEHHBIM E€BpPOMEHCKUM pPEKOMEHJAIMsIM, IpU IOCTaHOBKE JUarHo3a HeoOXoauMo
U3MEPATh AaOpPTy Ha HECKOJBKUX YPOBHIX C PAacdeToM Z-Score, YYWTBHIBAIOIIETO BO3pAacT U
IUIONIA/Ib TOBEPXHOCTHU Tena pebeHka. IMeHHO Z-score CIy>KUT OCHOBHBIM KPUTEPUEM OILIEHKH
CTETEeHU JUJIaTallii a0PThI B IeIUAaTPUUECKOM MPAKTUKE.

MarautHo-pe30HaHCHAsE WU KOMIBIOTEPHYIO ToMmorpadus TpyaHOW aopThl TO3BOJISIOT
JETabHO OLICHUTH pa3Mepbl aOpThl, BBISIBUTH aHEBPU3MBI, PACCIIOCHHE COCYJIUCTON CTEHKHU U
aHOMAaJIMM IPYIMX KPYMHBIX cOCyAoB [23].

OOs3aTenbHOM  yacThl0  OOCJeNOBaHUS  SIBISIETCA  KOHCYNIbTamuss  odTaibmoJora.
BroMHKpOCKOTIUS TO3BOJIIET BBIIBUTH SKTONHUIO XPYCTaJIMKa, KOTOpAs CUYUTAETCS OJHUM M3
HaubOosee creuu(UYHBIX MPU3HAKOB 3a0oseBaHus. JIOMOIHUTENBHO OMNPEAETSIOT CTETeHb
MHUOIIUH, ACTUTMAaTH3Ma, COCTOSIHUE CETYAaTKH, BHYTPUIJIA3HOE IaBJIEHHE W JJHUHY TIJIa3HOTO
s0m0Kka [24].

Bonbiioe  3HaueHuWe MPHOOPETAIOT MOJICKYJISIPHO-TEHETUYECKHE METOJbl  HCCIIeIOBaHMUA.
BrisiBienue natorennoro Bapuanta rena FBN1 moarBepkaaer 1uartos U MO3BOJISIET IPOBECTH
o0ciieToBaHUE POJICTBEHHUKOB.

CoBpeMeHHbIE MOAXOAbI K JIECYEHHIO H TUCTIAHCEPHOMY HAOIIOEHU IO

Jleuenue cunapoma Mapdana HampaBlieHO HE Ha yCTpaHEHHE IeHETHUYeCKoro nedekra, a Ha
MPEAYNPERKACHUE CEPACYHO-COCYIUCTHIX  OCJOKHEHHMM, 3aMEJICHHE MPOTPECCUPOBAHUS
TUIaTallil  aoOpThl, KOPPEKIMI0 HapyUIEHUH CO CTOPOHBI JPYTUX OPraHOB M YIyUIICHUE
Ka4yeCTBAa JKU3HHU MAIueHToB [25].

OcHOBY  MEAWKAaMEHTO3HOH  Tepaliud  COCTaBISIOT  [-aIpeHOOJIOKATOphI  (ATEHOJIOI,
MIPOTPAHOJION, METOIMPOJION), KOTOPhIE YMEHBIAIOT CKOPOCTh HapacTaHUsl JaBJICHUS B aopTe,
CHUKAIOT MEXaHWYECKYI0 Harpy3Ky Ha COCYIHUCTYIO CTEHKY M 3aMEIJISIOT MPOTPECCHPOBAHUE
aunatany KopHs aopTel. Hawmbonbiras 3¢@(EeKTHBHOCT, OTMEUAaeTCss MPU paHHEM Hadaje
JIeYeHUs, e1e 10 GOPMUPOBAHUS BHIPAKECHHOW aHEBPH3MBI.

B mocaenrue roapl mmMpokoe NPUMEHEHUE TMOTYYUIIH OJIOKATOPBI PEIIENTOPOB aHTHOTEeH3MHa 11
(;to3apraH, upbecapran).

[Ipu ObICTpOM MPOrpPECCHPOBAHMU IUIIATAIMM KOPHS aOpPThl pPacCMaTpPUBAETCs BOIPOC O
MPOPUITAKTHIECKOM XUPYPTUUECKOM JieueHHH. [l1aHOBBIE PEKOHCTPYKTHBHBIC OIEpaIiuu
3HAYUTENbHO CHIJKAIOT PUCK  PACCIOCHHs] aopThl W CYMIECTBEHHO  YBEITHUYHUBAIOT
MPOJIOJDKUTEIILHOCTh JKU3HU TanueHToB. Jletm ¢ cuHapomoM MapdaHa HyXIarOTCSd B
MOKU3HEHHOM  JTUCTHaHcepHoM  HabmoneHwn.  Kapauomormdyeckoe — oOcCiienoBaHHE — C
sxokapauorpadueit MpoBOJsAT HE Peke OAHOTO pasa B IO, a IPU BBIABICHUU JUJIATAIIUU AOPTHI
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— Kaxkasle 6 mecseB. OdranpMonornueckoe o0cieoBaHne peKOMEHIyeTcsl exxeroaHo. [lpu
HaJIMYHUU BBIPAKCHHBIX I[e(i)OpMaIH/Iﬁ MMO3BOHOYHHKA 00s3aTEIBHBI KOHCYJIbTallUKU OPTOIICaAa U
Bpaua Je4eOHOW  GU3KyIbTYphl. Bcem mamMeHTaM TMOKa3aHO MEIUKO-TEHETHYECKOe
KOHCYJIbTUPOBAHUC CCMbHU.

HGTSIM PCKOMCHAYCTCSA OrpaHUYUTL 3aHATHA CUJIOBBIMU BUJAMH CIIOPTA, TSDKEIIOU aTHeTHKOﬁ,
C)II/IHO60pCTBaMI/I n JpyrumMu BHJAMH (1)PI31/I‘~IGCKOI71 AKTUBHOCTH, COIPOBOKIAIOIMIUMUCA
SHAYUTCJIBbHBIM ITOBBIMICHUCM apTCPHUATIBHOTO HABJICHUA. HpeﬂHO‘-ITeHI/Ie OTAACTCAd YMCPCHHBIM
33p06HBIM HarpyskaM, KOTOPEBIC OIPCACIIAOTCA HHIAWBUAYAJIbHO IIOCJIC OLCHKHU COCTOSAHUA
CEpPAECYHO-COCYIUCTONU CHCTEMBI.

3akiiloueHune

Cungpom Mapdana y geredl sBISETCS TDKEIBIM — HACICICTBEHHBIM  3a00JICBaHUEM
COG}IHHHTGHBHOﬁ TKaHHU, XapaKTCPHUIYIOIHUMCA MYJIbTUCUCTEMHBIM IMOPAKCHHUEM U BBICOKHUM
PHCKOM CEpJICYHO-COCYAUCTHIX OCHIOXHEHUH. COBpEMEHHBIC TPEACTABICHUS O MaTOrCHE3e
3a00J1€BaHNs OCHOBAaHBl HAa COYETAHWM CTPYKTypHOro nedekra ¢puOpwuinHa-1 W HapylICHHS
curHaipHoro mytu TGF-B, uro ompenensier pa3BUTHE AOPTOMATHH, MOPAKEHHs KIIAMIAHHOTO
ammapara cepiia, KOCTHO-MBIINIEYHOW CUCTEeMbl M oOpraHa 3peHus. lcmonb3oBaHue
COBPEMEHHBIX METOJIOB BU3YyaIH3aIlMH M MOJEKYJISIPHO-TCHETUYECKON AUArHOCTUKH TO3BOJISET
BBISIBIIATH 3a00JICBaHME Ha paHHHX CTagusx. CBOEBpeMEHHOE Ha3HAuCHHE MEIMKaMEHTO3HOMN
Tepamuu, perysipHOe AWHAMHYECKOE HAOMIOEHUE U BBINOJHEHUE NPOPUIAKTHICCKIX
XHPYPTUYECKUX BMEMIATEIbCTB MPU HAIUYUU TOKA3aHWUH 3HAYUTEIHHO YJIYYIIAKOT MPOTHO3 U
Ka4eCTBO KHN3HU ITalIUCHTOB.
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